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I'aaBa 8. 3a6oaeBannst OPraHOB JHAOKPHHHOMA CHCTEMBI
(xon MKbB: E00 — E90)
(JIbicenxo H.M.)

Caxapnbiit auaber y aereii (xon MKB: E10 — E14). DTHonorus,
navoreHes, K/JIMHHKa, AMArTHOCTHKA M JieYeHHe caxapHoro auabera y ge-
Tei

Caxapnblit anaber - onHo U3 Haubonee pacnpocTpaHEHHBbIX 3a6orne-
BaHHI XapakTepU3yeTca: FMMNEPrivKeMHEH, kaK mocne npuéMa MULH, Tak
HaTOLLAK; TMIOKO3YypHeit, 06ycnoBaeHo abcomoTHON UM OTHOCUTENBHOM He-
JOCTaTOYHOCTHIO UHCYNIHHA B OpraHM3Me, MPUBOAMT K HapyweHUIo obmesa
BELLUECTB, NOPAXKEHUIO COCYI0B, HEHPONATHU H MAaTONOMHMUYECKUM U3MEHEHH-
AM B pa3iu4HbIX OpraHax M TKaHaX. OTnuHyaercs ATHTENbHBIM (MOXKH3HEH-
HbIM) TeueHWEeM, NPHBOAAILKWM K paHHEH WHBANTMAHOCTM H COKPALUEHUIO
IJTUTENBbHOCTH XKH3HK 6ONBLHOrO.

Knaccudukanuus caxapHoro auabera u apyrux HapyuweHnmii voJe-
PaHTHOCTH K IJ1I0KO3e

A. KiiunndecKkHe Kaaccebl: caxapHblii 11abeT - HHCYAHHO3aBHCUMBIIH
THN — TR |; MHCYNHHOHE3ABUCUMBIH THIT — THN 2: a) Y KU C HOPMAILHO#H
Maccoi Tena; 6) y Uil ¢ OKHPEHHEM.

Jpyrue THnbi, BKIOYas caxapHblii anabet, conyTeTeyOWKii onpene-
JIEHHbIM COCTOAHMAM WM CHHIpPOMaM, TakHM Kak: |) 3aGonepauns nomke-
NYAO4HOH Kene3bl, 2) GoNe3HH rOpPMOHANBHOH 3THOMOFHHM, 3) COCTOAHMA,
BbI3BaHHbIE JIEKAPCTBEHHBIMM CPEACTBAMH HIIH XMMH4YECKHMH BEIIECTBAMH,
4) u3MeHeHHs pEeLENTOPOB WHCYJIMHA, 5) ONPEACNEHHBIC MEHETHUECKHE CHH-
APOMbI, 6) CMeLIaHHbIE COCTOAHHA.

HapyiliewHs TONEPAHTHOCTH K TAIOKO3e: a) Y JIMU C HOPMAIBHOMN
Maccoit Tena; 6) y N4l ¢ OKUpPEHUEM; B) HAPYLIEHHAA TOACPAHTHOCTb K FAL0-
KO3€, CBA3AHHAA C APYFMMH ONPENcNCHHLIME COCTORHHAMM M CHHAPOMaMM.
Juaber 6epemeHHBIX.

B. /locToBepHble Kiacchl pHCKa (JIMLA C HOPMANBHON TONEPAHT-
HOCTBIO K THIOKO3€, HO CO 3HAUHUTENIbHO YBEMYECHHLIM PHCKOM PasBHTHSA
auabera). IlpemuecTBoBaBilde HapyLIEHHS TOAEPAHTHOCTH K FJIIOKO3E.
[loTeHunanbHLIC HAPYLIEHHS TONEPAHTHOCTH K IITIOKO3€.

Hucynunosaeucumsiit caxapnwtii duabem (kon MKhb: E10)

— (U3C]1, caxapHsiit nuabet tina I) - 3To 3aboneBanune, KOTOpOE BbI-
3bIBAETCH pa3pylleHHEM f-KJIETOK OCTPOBKOB MOMKERYAO4HOH Kenednl. Kak
npasuno, U3CJ] BnepBble AMarHOCTHUpYyeTCA y AeTeH, MOAPOCTKOB U MOJO-
ablX jioAeit (ctapoe Ha3sBaHWe IOBEHWIbHBIH AHA0eT), HO MOXET HaYMHATHCA
B mobGom sospacte. CoBpemeHHoe HassaHue Gomesun - H3CJHl - roBopHT o
TOM, 4TO GOJIbLIE HUCTIBITHIBAIOT MOXKH3HEHHYIO NOTPEGHOCTD B MHCY/IHHE.



rnonorus ¥ natoaorus U3CJ|

1. TeHeTHueCKan NPeapaCIONOKEHHOCTD - 00yCIOBAEHa HECKONLKHMH
reHaMH, KOTOpble OTHOCALIMMUCA, B TOM uHche, k obnacty HLA Ha KopoT-
KOM nueve 6-it XxpoMOCOMBI.

2. [nasnoe 3BeHO naroremesza U3CH - paspyuwenue B-knerok. Itot
MPOLIECC Halle HMEET ayTOMMMYHHYIO NPUPOAY H 00yCNoB/IEH BPOIKAECHHBIM
OTCYTCTBHEM WAM NOTEpeil TOJNEPaHTHOCTH K ayTOaHTHreHaM [-knerok, (ay-
TOUMMYHHAR peakuHs MOXXeT ObITh CIIOHTAHHOH H MHIAYUHWPOBaHHOH, Mocie
3anycka ee aKTHBMPYIOTCA KaK KJIETOYHOE TaK M TYMOPaibHOE 3BEHO UMMY-
HUTETa) HHCYNNTA (BOCMANEHHs OCTPOBKOB MOJDKENYAOMHOM enesnl) npo-
ABAAETCA, B NEPBYIO OMepeb, MOHOHYK/EApHOH HHOHALTPaLHe#i 0CTPOBKOB
W NOATBEPHAAET y4YacTHE KIETOYHOrO 3BEHRZ HMMYHMTETa 8 TaroreHese
H3CA.

3. HayansHoe, MeaJIeHHOE pa3pylueHue B-KieToK He ConpoBOXIAeTCA
HapylieHuamMu yrneBoaHoro obmeHa. 3rta ¢asa 6oneinu HasbiBaerca na-
TeHTHbIM U3CJ] unu poxnunnueckum nepuwogom HM3CJA. Tlpu nopaxenun
80-95% PB-knetok HacTynaet abCOROTHBIH ACPHLUMT HHCYIHHA, PA3BHBAIOTCA
MeTaboIMuECKHE HAPYLIEHHS U Pa3BUBAETCH KNUHHYECKHH nepHoa Gonesuu.

4. Bupychbie undexunu (B-TponHbie) MOryT HHIEYUHPOBaTL ayTOUM-
MYHHYIO PEaKUMIO MPOTHB B-KIIETOK y feTed ¢ FeHeTHHECKOR Nnpeapacnono-
KeEeHHOCThIO (Hanpumep, BUpyc Kokcaku B, maporuTa, KpacHyxH, BETPAHOH
OCIIbl, KOPH U T. 1.).

5. ToKcHUeCKHe BELIECTBA TAKXKE MOryT M3OUpaTensHo nopakats -
KNETKH M MHOYyLWPOBaTh ayTOHMMYHHYIO peakuHio (HanpumMep, coeauHeHns
HUTPO3OMOUEBHHbLI U OpyTrHe HUTPO-, aMHHOCOAEPXKAlLHE BELIECTBA; Jlekap-
CTBEHHbI€ CpPeACTBa, B T.4., NPOTHBOOINYXONEBbIE NpEnaparsl, HEKOTOPbIE
FMMOTEH3XBHbIE CPEACTBA U Ip.).

Knunuxa

1. Joknunuueckuis nepuoo 6onreznu H3Cq

AYTOMUMMYHHas peaxuus NPOTHB P-kneTok y GomblunHcTBa GONBLHBIX
Ha4yWHAETCA 32 HECKOMbKO JeT A0 KAWHWueckoro mposeaenus U3CH. Dror
MepHoA YCNIOBHO AEUTCA Ha [iBe CTaAHM: PAHHIOK H MO3AHION.

Ha paHHe#i ctanuu sHapylleHHe TONEPAHTHOCTH K TAIOKO3€ W ApYrue
meTrabonuyeckre cABHrH OTCYTCTBYIOT. HO BBIABMTH paHHION CTalWIO JOK-
auHu4eckoro neproaa U3CJ1 MOKHO NyTeM aHaKM3d ayTORHTHTE/ K aHTHIre-
HaM B-K/IeToK.

Ha nosaneit craguu, xoraa nornbaer 6onee 50% P-knetok, Hapymie-
HHE TONEPAHTHOCTH K IJIIOKO3e MOXeT ObiTh OGHAPYKEHO MO CHUXKEHHIO
cekpeuun C-nenTuiaa WM MHCYAMHA B OTBET Ha BHYTPUBEHHOE BBEOCHHE
rOKO3BI.

[MonnmanHe cobbiTrii aoknuHH4eckoro nepuoaa U3C/ ~ HeoGxoau-
MOe ycnoBue Ans  pa3paboTkh MOAXOROB K MepBUUHON npodunakTHke 60-



f1e3HN, T. K. HY OAUH U3 U3BECTHBHIX METONOB TEPANWUU He NMO3BOJIAET NOOUTL-
CA MOJIHOTO H3JIEHEHHUS NALHEHTOB.

Lenb nepsnunoit npopunaxkruku U3CJl - npeaynpeaursh passuTHe ay-
TOUMMYHHOIH peakUiH MPOTHE B-KIETOK WM 3aMEeAMHTH/ONOKHpOBATH YXke
HaYaBUIYIOCH PEaKLMHIO.

2. Nepsbie kanunyeckue npossaenus U3CJ

L. Knaccuuecxue cumnmomsi

- Honuypun. B pesynbrare runepriiHKeMHH MPOHCXOAMT yCHJIEHHas
3KCKPELHS TNIOKO3bI, YTO BBI3BLIBAET PE3KOE YBEJHMUEHHE AHYpe3a. Jlna aereit
MJTAAILEro BO3pacTa XapakTepHO HEAepKaHHe MOYH.

- loauduncus. [loteps BOAB COMPOBOXKAAETCA MOCTOAHHOM KAKHOH.

- fTomepa maccyt (narorHomonn4Hbiil npuanak aia U3CA). IMpuuu-
HOH ABAsETCA 3KCKpeuus rioko3bl (noTepu Kanopuit) U monuypus. [lpu
HH3CJ] nabnionaerca usbnitounniit Bec. Jina nereii XxapakTepHa noteps Beca
K MOMEHTY Kaunuueckoro npossneHusa U3C/I.

- Cyxocmb cU3UCMBIX U KOXCU - CBA3aHA C foTepei BoAb U 0co6eH-
HO 4acTo ObIBaeT y AeTeil.

- Honugazua - noctosHHOE YYBCTBO TONOAA (HApYIUEHA YTUAW3ALMA
FAIOKO3bl U UMEETCH CABHME IEKTPONUTHOrO 06MeHa)

- Ymomanemocms u cnabocmp - taxxe 0GyCNOB/NCHb HApYIICHHEM
YTHM3AUMH MIIOKO3bl M CABHIraMU 31EKTPOIIMTHOrO ofMena.

- Yacmsie unipexyuu - pns Rerel 0cOGEHHO XApPaKTEPHBI KOXHbIE
undexumu (HanpuMep, KaHAKAO3 NPOMEXHOCTH Y AEBOYEK)

B 20% cnyuaes nepsoiMu nipoasneHnamu H3CJl y aeveil okasbiBaloT-
ca IKA (anabetnueckuil xkeToaunaos) uau keroaunaoruueckas koma. bosee

80% OGonbHbIX OOpallaloTCA K Bpavy He TIO3Kke uYeM uepe3 3 Heaenu nocie
NOABACHMA CHMIITOMOB 3a001eBaHNs.

OcHoBHbBIE 3TANLL AKATHOCTHKH caxapuoro Anabera

Jowxaunnuecknii 3ran. 3akniovaeTcs B BbIBAEHUH HU ¢ PaKTOpaMH
pHcKa pa3BHTHA caxapHoro auabera, UCCNENOBaHMM Y HHUX YPOBHS FNIOKO3bI
B KPOBH M MOY€ W NpOBENEHUH, NPH HOPMANbHBIX NOKA3aTEAAX, TECTa Tose-
PaHTHOCTH K IIIIOKO3€ WIIK NUpYBaTAeruaporeHasHoro tecra. Uceneposanue
COMEPKAHHA B KPOBU IJIIOKO3bl, @ TAIOKE YNPOLIEHHBIA TECT TONEPAHTHOCTH
K CJI0KO3€ MpOM3BOAATCA BCEM GONBHEIM, HAXOAALIMMCA HA ICYEHHH B CTa-
HOHAPE WIIH MOCETUBINUM Bpada NOJMMKIHMHUKKA (aMOynaTopHu) no nosoay
npyrux 3abonepaHnii. Y BCeX CTaLUMOHAPHBIX OOMBHLIX ONPENEAETCH, KpOMe
TOrO, COAEPXKAHUE MOKO3bl B CYTOUHOMH TTOPUKHK MOUH.

[pn sanuyuu cumntomos U3CJL naboparoproe uccnenosanne Heo6-
XOMMO /Ul MOATBEPKACHHA KIMHUYECKOro AMarHo3a. B orcyrcteun cum-
nToMoB - nabopatopHas AMarHOCTHKa no3sojser 3anoao3pute U3CI| vnu
YCTaHOBUTH TOUMBIH NMArHO3 (THNEPIIINKEMHS HATOWLAK M KETOHOBbLIE TENA B



moue). [Tosromy naboparopHas AMarHoCTHKa HMeeT ocoboe 3HaYeHHE B BOK-
JHHUYECKOM nepuone 6osne3nn.

Knunnyeckuii 31an simouaer cOop anaMHesa, o6bekTHBHOE W KO-
AONHUTENBHOE (1200PaTOPHOE, HHCTPYMEHTANBHOE) HCCACROBAHMA.

Anamues. B npouecce AeTanbHOTO OAPOCa NO BCEM OPraHaM U CHCTE-
MaM BLISCHAETCS HaJIMYME TakuX NPOABCHHUH caxapHoro analera, Kak Cy-
XOCTb BO PTY, )KaXJia, 4acToe H OOUABHOE MOYEHCNYCKAHWE, YMEHb-
uieHHe Maccht Tena (0cobeHHO npu caxapHom anabere | Tuna), y smu Mo-
NIOAOTO BO3pacTa cnaboCcTs, 3yA KOKH U CAM3UCTHIX 00O0MOYEK HAPYKHBIX
NonoBbIX opranos. OaHako npu A€rkux popmax caxapHoro auabera na pone
aAEKBaTHO MPOBONMMON TEPaNuK OTACNbHbLIE XAaN0ObL MOTYT OTCYTCTBOBATbL
unu ObiTe cnabo suipakeHHbiMH. [Ipy AnuTensHOM TeueHuwu 3aboneBaHuA
60nbHblE MOTYT NPeAbABAATL Xanobu Ha 6onb B HOrax, mapecTeluu, nNOM3a-
HHE MYpalleK, OHEMEHHE, CYAOPOrH MbILILL KOHEYHOCTEH, CHHKEHUE IpeHna,
6onb B 06MaCTH CEpALa, YTO CBHACTENLCTBYET O BOBSICHEHHH B APOLIECC pa3-
NMHYHBIX OPraHOB M CUCTEM, B NEPBYIO OYepelb OPraHoB KpPOBOOOpaleHHa H
HEPBHOMN CUCTEMbI.

XKanoOb1 Ha HapyileHHA (YHKUUK OPraHOB MUuMIEBapeHUn GONbHLIE
caxapHbiM anabetom npeabasastoT 4acto. [pu IToM BoIACHAETCA XapakTep
anneTHTa, COCTOAHHE AECEH, HanH4We HX KpoBoTouuBocTH. HekoTopbie
OOMbHbIE KANYIOTCA Ha B3AYTHE XKHBOTA, TOWHOTY, XuAkMi cTyn, Gonb B
XHUBOTE, NMPEHMYLLLECTBEHHO B NPAaBOM NOApebEpLE.

Hapyutenus ¢yHKUMH MOYEBBHIX OPraHOB MNPOABIAIOTCA YHALUEHHEM
MOUEHCTYCKaHKA, HEAEPKAHWEM MOUH, 3yloM B 00nactd HapyXHbIX Mono-
BbIX OpPraHos, 60JBI0 B NOACHULE.

[Nopaxcenne OMOPHO-ABHraTENLHOTO annapara y GOAbHbIX CaxapHbIM
avabeTom npossnseTcs 601bI0 B MBILILAX, OCOGEHHO rofeHeil, W B CycTaBax,
HEepenko ¢ OrpaHu4eHHEM UX NOABUIKHOCTH.

H3amenenne QyHKIUMH LEHTPANLHON HEPBHONH CHCTEMbI COMPOBOXAA-
€TCA MOBBIEHHEM PA3[PBKHUTENILHOCTH, CHIDKEHUEM MaMATH, FONOBHON Go-
NblO, HANMHYHMEM NapacTe3suH U Cyaopor.

Crneayer NONBITATLCA YCTAHOBUTE aKTOPLI, CNPOBOLIMPOBABLLKME pa3-
BuTHE 3aboneBaHusd, @ TAKIKE NOCNEIOBATENbHOCTb MOABIIEHHS CHMIITOMOB
caxapuoro auatera. IIpu 3TOM Ha KOHKPETHOM MPUMEPE H3yHaAIOTCH OCOOEH-
HOCTH JMArHOCTUKH Axabera, yTouHAETCA KaK UMEHHO Obin ycTaHoBNEH Ax-
ar{o3: Bo Bpems NpoocMoTpa, 00CNe10BaHHA B CTALHOHApE, MONUIUTHHKKE.
Onpepenserca cragua 3a00eBalns, OLUSHHBAIOTCA pe3ynbTaTsl naboparop-
HbIX WCCHIEJOBAHHH.

Janee BHIACHAETCH MNOCNEAOBATEABHOCTL PA3BHTHA CUMNTOMOB, M-
TenbHOCTL 3a00MeBaHuA, MPHYHHA U 4aCTOTAa 0GOCTPEeHHA (IeKOMIEHC CaIluM),
4YacTOTA CTALHOHAPHOTO NIEUEHHS, €ro BAHAHHE Ha TeYEHHE CaxapHOro nua-
feTa npuuMHa HACTOAIIEH TOCMHTANN3ALNH, BLIABAAETCA CKIOHHOCTb K [H-
NOMJIMKEMHUH, KETOAUMAO3Y, HHCYHHO- H CyAbaHHNaMUJOPEIMCTEHTHOCTH.



OuenuBaeTcs 3QeKTHBHOCTL MPEALIECTBYIOUIETO JIEYeHUs, KOJIeOaHNA M-
KEMUH M MHMKO3ypud B TeueHHue 3a60ieBaHUA. AHAIM3HPYIOTCA Pe3yabTaThl
MIOCNIEAHUX aHANM30B KPOBM H MOYH Ha JIOKO3Y. YTOUHACTCA BPEMA MOAB-
JIEHUR NMPH3HAKOB MOPAXKEHHA PA3NUYHBIX OPraHOB H CHCTEM.

Ipy BBIICHEHMM aHaMHe3a )XKHU3HU YTOYHAETCA Macca Tena GonbHoro
npH POXKAESHHH, Macca Tela POAUBLIMXCA NPYIUX AETeH B ceMbe, aKyuep-
ckuit aHamMHe3 matepu. OOpautaeTca BHHMaHHE Ha XapakTep nUTaHus, oue-
HMBAETCA HaCJIEACTBEHHBIH aHaMHe3, COCTABAAECTCA U aHANH3IHPYETCA pono-
cnosHadA. BuisicHseTcs Hanpuue COMYTCTBYHOWMX 3abonesaHuil, ocnoxHe-
HU#, NepeHecEHHbIX BUPYCHBIX HHekuuii, ocobeHHo y neTelt H AW MOno-
Zoro Bo3pacra.

Obvexmugnoe uccredoeanue. ObpaiaerTcs BHHMaHue Ha obiuee co-
CTOsIHUE GOJILHOrO, MONIOXKEHHE B NOCTENH, COCTOSHHE KOKH U MOAKOXHOM
XupoBoii kneTuatkd. Y GonbHbIX ¢ U3OLITOUHONH Maccoii Tena yTouHseTrcs
cTeneHb W XxapakTep oxupeHua. Hanbonee 4acTbIMH NPOABNECHHAMH MOpPa-
KEHHs KOXKH y GonbHbIX caxapHbiM anaberom (auabeTuueckas aepmarona-
TUA) SBAAIOTCA CYXOCTb, aTPOQHUHbIC LIENYIIAIIHECA NATHA, KCAHTOMATO3-
Hbi€ BBICHINIAHUA, JIMMOWAHbI HeKpoGHO3, nHOAEpMHR, SNHAEPMOPHTHA,
KaHAUAOMMUKO3, HHCYJIMHOBAA TMMOAHCTPODHS.

3arem HcCAenyioTcs cepiue M COoCy/bl, ONPENeASIOTCA NYNbLCAUNHA HA
JIy4eBOW apTepUH, cocylax HHXHUX KOHEYHOCTeH, rpalnub abconloTHoM u
OTHOCHTENIbHON CEPACYHON TYNOCTH, HAaCTOTa H PUTM COKPALLIEHHN cepaua.
TopaxkeHue opraHoB KpoBooOpaueHHs Y 60/bHbIX caxapHbiM AuaGeTom AB-
NAeTCA pa3HooOpa3sHbiM M BEAYLIUM, NMOITOMY HCCAEAOBAHHE NOJKHO Mpo-
BOAMTLCA CaMbiM THIATENbHBIM 00pa3zoMm.

[TopaxeHHe opraHoB nulieBapeHus Npu caxapHom aydabere Habmona-
eTcs nmpakTUuecku y kaxaoro GoabHoro. [lpu uccnenoBanun obpaiuaerca
BHHUMAHHE Ha HAJMYHE 3amaxa aueToHa M30 pTa, COCTOAHHE CIU3UCTOIMH 000-
JIOUKH MONOCTH pTa, AéceH, 3y6oB, A3bika, 3eBa. 3aTeM TLIATENIbHO HCCAEAy-
ercs o0nactb kHWBOTA. TIpH 3TOM MOMXHO BbIABUTH OOJIE3HEHHOCTH B Hal-
4peBHO# unK npasBoit noapedepHoi obacT, MO XO4y TOJNCTOH KHLUKH, yBe-
Ju4eHue nevyeHu (anaberuyeckas renaronaths).

Ob6s3arenbHO NANBNYPYIOTCA MOYKH, npoBepaerca cuMntom Ilacrep-
HALIKOTO.

Bo BpeMs uccnemoBaHMs OpraHoB ABHXKEHMS H OMopbl obpaiuaercs
BHHMAHHE HA COCTOAHHE MBIWL, CTECMNEeHb UX Pa3BUTHUA, HAJIUYHUE Yy4aCTKOB
aTpoduu, COCTOAHUE CYCTaBOB.

Hononnumensusie uccnedosanus. Tpu NOAroToBKe K rocnydTanusa-
uHH GonbHoMy caxapHbiM AHabeToM B TeyeHHe Hejend B aMOyJaTOpHBIX
(NOJMKAUHHUYECKHX) YCIOBHSAX NpPOBOAATCA oblee HCCNeAOBaHHE KpOBH,
MOYH, anexTpokapanorpadus u Gaiooporpadus, KOHCYNIbTALHH OKYJIHCTA U
HeBponaroora.



Ha Bropoit — Tperuit aexs npeObiBaHHUs B CTaLMOHape ONpeAeNaeTca
rAMKeMHYECKHil ¥ raukosypuueckuii nmpoduns. ['nukemuueckuit npodpuns —
roKasaTe, M onpefenelus COAECPXKaHUA TIIOKO3bl B KPOBH Kakabie 3 — 4 vyaca
Ha poHe 00bLINHOrO pexUMa, MUTAHHS U JICHEHUA B AHEBHOE, BeyepHee, a Npu
Heo6XoAMMOCTH U B HOYHOE BpeMs. [ IMKO3ypUyeckuii npoduis — nokasa-
TeNW HUCCNEeN0BaHUS YPOBHA IOKO3bl B Tpex nopuusax mouu: 8.00 — 14.00;
14.00 — 19.00; 19.00 — 8.00. D1 uccief0BaHUS NPOBOAAT AN ONPEAENEeHHA
COCTOAHUA KOMIIEHCAllMM caxapHoro nnabera M oueHkH 3¢bdeKTHBHOCTH
NpOBOANMOTO neveHus. JIoBTOpsATE Ux cneayeT 2 pasa B Heaeo.

B Teuenue nepsoil Heaenu npebbiBaHHA GONbLHOTO B CTauMOHape Ae-
TabHO Hccnenyetca GYHKUUS cepaua U COCydOB: anekTpokapauorpadus ¢
BETOIProMeTPHYECKOH Harpyskoii, peosaiorpadus HHXHHX KOHEUHOCTEH,
KOXHasd TEPMOMETPHA, KaMUUIAPOCKONKA HOFTEBOro Jioka, OGHOMHKpOCKO-
MU KOHBIOHKTUBBI, ONpeacneHHe (10 NOKa3aHMAM) aKTUBHOCTH TPaHCaMM-
Ha3bl (a1aHHHOBOH M acmaparMHOBO), codep)KaHHs GUAHPYOuHa, GenKoBbIX
obpakumit, xonectepHHa, TMAONPOTEHAOB, TPULAHLIEPHAOB Nia3Mbl Kposu. B
MCKTIOYUTENBHBIX CllyqasX NoKasaHsl GHONCHA U CKaHHpOBaHHE NEYEHH.

Jns onpeneneHds GyHKUUH NOYEK HCCIAEAYETCA COCPXKAHHE KpeaThn-
HHHA, MOYEBHHbI, OCTATOYHOTO a30Ta KPOBH, COCTOAHHME KIy6OUKOBOI
GUNBTpaLMH, KaHaTbUEBOH peabcopOuMu ¥ NIa3sMOTOKA; MPOBOAMTCA pa-
JHOM30TONHAsA peHorpadus, a TaAKHKe UCCAELOBAHUA OCAKA MOYH 110 METOAY
Heuunopetko.

JImarHo3 caxapHoro nuaGera ycTaHaBAMBaeTCA Ha OCHOBAHHM Xanol,
JNaHHbIX aHaMHe3a (0COOEHHO TeueHua U neueHHs 3abonesanms), oOveKTHB-
HOI'0 ¥ JONOJHUTEIIBHOIO UCCNCHOBAHMA. ﬂepnomeneuuoe 3Ha4eHHE UMECT
paHHee BbisBleHHe AMabeTa, B KOTOPOM rNaBHYIO poNib UrpacT naboparopHan
JAHArHOCTHKA — HCCIIEOBaHME COACPIKAHUSA FIOKO3bl B MO4YE M KpoBH. OftHa-
KO HauGONblilYI0 AWATHOCTHYECKYIO LEHHOCTb UMEET TECT TONEPAHTHOCTH K
raoKose.

IIpu oyenxe pesynomamos credyem nomuums ciedyouee:

1) KOHUEHTpaUMA MIOKO3bl B U1a3Me BCErAA MPEBLIINAET KOHLIEHTPa-
UMIO T'NIOKO3bl B BeHO3HOM kpoBH Ha 10-15% (ans nepecuera Ha rMOKO3y
naasMel HAAO NOKa3aTeNb BEHO3HOH KPOBH YMHOXMTH Ha 1,15)

2) KOHUEHTPALMA TIOKO3hb B KAMUIUIAPHON KPOBH HATOWAK MPHMEPHO
paBHAa KOHLEHTPAUMH ITIOKO3bl B BEHO3HOH KPOBH

3) KOHUEHTPALMA [JIIOKO3bl B KANHUUIAPHOH KPOBH NMOCAE NPUEMA NH-
{4 NpeBLIAET KOHUEHTPALMIO FIIOKO3bl B BEHO3HOH KpoBH Ha 1-1,1
MMOJIB/JI.

1. Funepraukemus - rnasHbii Guoxumuyeckuit npusnak U3CJ.

Ipu ypoBHe rnioko3sl HaToulak (BpeMs Hocie apuemMa muuH >8§ yacos
no kputepuam BO3 (1985 r.)- Gonee 7,8 Mmonn/n1 (B ABYX pa3HbiX npobax) -
caxapHbiii AuabeT He BbI3bIBACT COMHEHHH.



Mo nanHbIM MeXayHapOAHOrO KOMHUTETa 3KCMEPTOB MpH aMepuKaH-
ckofi nuaberuueckoit accoumauvy (1998 r) 3TOT nokaszarens paBen > 7
MMOJTB/ 1.

YposeHBb riioko3bl B ciyvaifHoit npoGe nnasmel > 11,1 Mmonb/n B co-
HeTaHUW C KNACCHHECKHMH NpHU3HAKAMU: MOJUYPUs, MOTUAMIICHSA, HEOOBIC-
HHMas MOTepA Beca - TAKXKE YKa3bIBAIOT Ha a1aber.

CrannapTHbift a8yxuacosoi [ITTI ans nuarHosa He HykeH, a poBo-
AWTCA MPHU XapaKTEPHOI KIHHHYECKOH KapTHHE M YPOBHE IHOKO3bI MAa3Mbl
Harowak 6,6-7,7 mmonw/n. JluarHos nuabera yCcTaHaBAMBAIOT MpPH KOHLEH-
TpaurH rAOKO3bl B Na3Me KanuiapHo#i kpoBy > 11,1 MMone/n uepe3 2 va-
ca rocne npuema rawokosst (ans gerei 1,75 r/kr, Ho He Gonee 75 r; 3a 3 aus
1o Tecta pe6eHoK AomkeH nony4ats 150-200 r yrneBoJoB B CyTkH, BOAA HE
orpaHu4uBaeTcA.

I1. Taoko3ypus. B HopMe KOHUEHTpaUMA rOKo3b B Moue < 0,83
MMOJIL/A M HE orpenensercs oOLIMHLIMM METOAAMH. ITO He COBCeM 00bek-
THBHBIfl TecT, T. K. YpOBeHb FJIIOKO3bi B MOYE He BCEraa COOTBETCTBYET
YPOBHIO ITIOKO3bi KPOBH (MOYEYHbIi NOPOT JUIA FIHOKO3b! Y PasHbiX GONbHBIX
pasHblif), rnoko3ypus Moxer HaGmiomatben n npu Gonesnax nouek, Gepe-
MEHHOCTH, CHHApOMe (DaHKOHU U T. A.

111, Keronypuns. [uarnos U3CJ1 moxer 6biTh 3an0003peH npu BbISB-
ACHUH KETOHOBBIX TEN B MOde M 5e3 KNMHUUECKHX NPoABNeHN# 3abonesaHus.

Ipy coyeTaHun KNMHHKH H KETOHYPHH KETOHOBbIE TENA ONPEAENAAIOT-
CA AR BLIABNEHHA W OLeHKH TaxecTH JAKA (cnenyer nOMHHTSL, 4TO KETOHY-
pys HabaKoAaeTCA NPY FUIOTIHKEMHH FONONAHMA).

1V. Onpeaenetne ypoBus C-nentHaa B CHIBOPOTKE HAH MOuE mO-
3BOJIAET AOCTATOYHO TOMHO OUEHUTH PYHKUHOHANLHOE COCTOAHHE P-KieTok
v otauuuts U3C or UHC]I.

B HopMe OGasanbHblii yposeHs C-nentHga wartomax = 0,1-1,22
HMOJb/N1; MOC/Ie CTUMYNSLMH FIFOKOTOHOM - BO3pacTaeT o 3,0 HMonb/m.

Tpu U3CJ - C-nentun He ONpenensercs, NOCie CTHMYASLUH HE TI0-
HHXaeTcs.

Tlpy UHC]1 - C-nenTia HOPMANbHbIK WK NOBbILLEH.

C-nenTua B cyTouHO# Moue: y 3a0posbix - > 10 umonb, npu U3CJ - <
3 umons (vame 0,7 umons), ¢ MHC]] ¢ oTHOCHTENbHbIM AePHUUUTOM HHCY-
NHHa - < 10 HMonek.

V. Onpeaejenne ayTOaHTHTEN K aHTUreHam P-kieTok. AyToaHTu-
Tena K OCTPOBKOBBIM KNETKaM, K MHCYHHY W ryTamataekapOoKcHiase ecTh
B CbiBOpoTKe Y 80-95% GonbHLIX C BriepBble BhIABNEHHbIM AHabeTom U y 60-
87% nuu B njoknMHHYeCKOM nepuoae Gonesnu. Hanuune aytoanturen k ocr-
POBKOBBLIM KJleTkaMm JaeT OCHOBAHHME HauaTb Ne4yeHHe B ROKIHHHYECKOM Te-
puone. INocnennue He BbIABAAIOTCA NMPH NONHOM rubenn B-knerok, mpH
H3CJ1, obycnoBnerHoM BHPYCHOH WHMEKUMEH HIH TOKCHUECKMMHU BELUECT-
BaMH (OTCYTCTBYET AyTOUMMYHHOE 3BEHO MAaTOreHes3a). AHTUTENAa K MHCY-
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AMHY MOFYT NOABAATLCA Y MHOFHX GONBHBIX f10C/E HAYANA MHCYAMHOTEpa-
nuH (0CO6EHHO NMPH MCNOALIOBAHUH HHCYNAKHA KUBOTHBIX).

Jlesenne GONBHLIX caxapubiM AHa6GeTOM ABAAETCA CIOXKHOW 3aga-
4eii, TpeOyioweit MOMHMO ZOCTaTOMHOH NOANOTOBKH Bpa4a aKTUBHOIO y4a-
CTHA B JICYCHHH U caMOro 60nbHOro. OCOBEHHOCTLIO IEYEHHUS MPH CAXaPHOM
Anabere ABAAETCA €ro HHAWBHAYANH3AUMSA, KOTOPad ONPEHEIAETCA HE TONb-
KO YPOBHEM IJIIOKO3b B KPOBH ¥ B MOME, COCTOHUEM KOMMCHCALWH HAK Ae-
KOMIEHCaHU OOMEHHBIX MPOLIECCOB, HO TaKKe HAAUYHEM M BbIDAKEHHO-
cTbl0 AMabeTHUECKO# AHTHOMATHH, NATONOrHW APYrHX OPraHOB U CHCTEM,
BENHYHHON JHEProTpar, npodeccueit 60ALHOrO H MHOrHMH APYTHMH (ak-
TOpaMH.

CocrosHne 60AbHbIX CaXapHbIM AHA0ETOM HOJKHO MOCTOAHHO KOH-
TPONMPOBATLCH BPauoM. ONHAKO OTCYTCTBHE FHAOKPHHONOrOB B GONbLLIMH-
CTBE CeNbCKUX paioHHbIX 60MbHKUL, OTAANEHHOCTD PaHOHHBIX GONBHUU He
NO3BOJIKIOT GONbHBIM MOJYYATH CBOECBPEMECHHYIO KOHCYNbTauuio. B cuny
3TOro 3HaHHe ANabETONOrHU ABASETCA KpaHHe HEOOXOAMMBIM ANA Yy4acTKoO-
BbIX TepamesToB M neauarpoB. He McHee HeoOxomuma cooTseTcTBYytOwWan
noaroroska no auaberosioruu GonbHbIX, 3HAHUE UMK ocobeHHOCTeH AneTHI,
B3aHMO3aMEHAEMOCTH MPOAYKTOB, BAWAHUE HH3NUECKOH HArpy3Ku Ha yrne-
BO/HBIH OOMEH, B3aMMO3aMEHASMOCTH PA3fIMUHBIX NPENapaToB HHCYNHHA,
BpeMeHH AEHCTBHA CaXaporoOHWMKAIOUWHMX MpenapaToB W APYFHX BOMPOCOB,
KacaloUIMXCH TEYEHHS U NEYeRUA caxapHoro avabera. Yuurbsas ocobeHHo-
CTH KJIMHHYECKOro Te4EHHUs M NeueHHd caxapHoro auabera y aerei, BecbMa
Ba)KHO YMETb ONpPEACAUTDb TaKTHKY WHAMBHAYAIbHOIO IEYEHHS feTelt n noa-
POCTKOB, CTPAalOLIMX CaxapHbiM AnabeTOM, NPOBOAWTL NPoHUIaKTHKY ero
OCNOKHEHHH.

OcHoBHbie TPe6OBaAHHS K TePANHH HHCYJIHHO3ABUCHMOrQ
avalera y aereit (no J. M. Kacarknnoif)

HAuemomepanus:

1. CoOTBETCTBUE IHEPFrETHHECKON IEHHOCTH U COCTAaBA CYTOYHOrO pa-
uroHa (pusnoNOoruueckumM MoTpebHOCTAM OpraHuiMa, MOJIHOE UCKIIOUEHHE
padhMHHPOBAaHHBIX YrNEeBOJOB.

2. Yérkoe cobnoneHne BpeMeHH NPUEMA MUK W AO3HPOBAHUA yrie-
BOJOB B TEHEHHE CYTOK.

3. ExcenHEBHBIH KOHTPO/b 33 MHTAHHEM, MOACUET CaxapHOil LIEHHOCTH
Ka)xaoro npuéma n1miM.

Pexcum usuueckux Hazpy3ox:

1. Jo3upoBaHHOCTD, T.e. 4€TKOE pacnpeneneHue GpU3aMUecKHX Harpy-
30K M0 BPEMEHH CYTOK (4achl MOCTANUMEHTAPHON MUNEPriIMKEMHH) U UHTEH-
CHBHOCTH.

2. MonoXHUTENbHAA IMOUHOHATLHAA OKPacKa pexxuma PHIMUECKHX Ha-
Tpy30K.
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Hucynunomepanus:

1. Cyrounan n03a MHCynuHa (y GonbHoro 6e3 ketoaunnosa) He Gonee
1 EJl/kr B cyTku (Ha nepsoM roay 3abonepanus B cpeaHem 0,5 E[l/kr B cy-
TKH, 8 ocnaeayomue roapi — 0,7 EJI/kr B cyrk), y 60nbHOro ¢ Maccoii tena
Boiie 60 kr — 40 E]JI.

2. CooTHolueHHe AHEBHON M HOYHOM A03 HHCYIHHA 2:1.

3. Ob6s3arensioe KOMOMHHPOBAHHE MPENAPATOB MHCYAHHA ANMTENL-
HOTO feHcTBMA C 2 ~ 3 unbeKuMaMu (Nepes NpUéMaMn OCHOBHOTO KOfuue-
CTBa MHIIM) MHCYNHHA KOPOTKOro AcHcTBMA.

OcoGeHHOCTH fleYeHHn H OC/I0XKHEHHUS caxapHoro auabera y aereii

Ocobennocmu neuenus npu caxapuom ouabeme:

1. ITonHas HOpManu3aLUWA HapyuicHui oOMeHa BelecTs.

2. O653aTeNnbHOCTL MHCYIHHOTepanuu. ONTUManbHas K032 HHCY/HHA
~ 1 EJ]/xr macchl Tena pebGénka, a B nepuoa pemuccuu — 0,5 EJl/kr.

3. OU3MONOrMYHOCTL AHETHI, PACCHHTAHHON HA NIOJHXKHYIO Maccy Tena
pebEnka ¥ NpeAycMaTpHBaloLIeil YMEPEHHOE OrpaHHYeHHe XKUPA H JIETKO yc-
BOSIEMbIX YIIICBOJOB.

4. du3znyeckan Harpy3ka: YTPEHHAA TMMHACTHKA, YPOKH (QHIKyAbTY-
pbi, yMepeHHblii du3nueckuii Tpya.

AMOynaropHoe neuyeHne AONYCTHMO, ECIIH FMNEPFITHKEMHUA HE CONnpo-
BOMJAeTC Acruapatauueit u pporoil. Ho 3To xacaerca Tofbko B3pocAbix
6onbHbiX. Bee aetn u noapoctku ¢ H3C) nomxHbl 66ITh HEMEMNEHHO TOC-
MUTANTU3MPOBaHbL, JaXKe eCIH HEeT KIIMHHYECKHX NpH3HakoB 3aboneBaHu.
HHcynuHoTepanus y 601bHbIX ¢ sBnepBbie BbiaBaenHbiM U3CH:

1. Ecny AMarHo3 ycTaHOBAEH WHCYJMHOTEpanys HAUMHAETCA HEMEA-
JIEHHO, TaK KaK 3aJepXKKa ee W Ha3HaueHWe HEeJOCTATOYHbIX J03 MHCYNHHa
MPHBOAUT K YXYALIEHHIO COCTOAHMSA, ¥ HA060POT, CBOEBPEMEHHO Ha3HAYeH-
Hble M Xopowo AoaobpaHHble A03bI MO3BOJAIOT A0OMTHCS BPEMEHHOWH pe-
MHCCHM, CTabUNK3UPOBATL TeueHUE GONE3HU M OTCPOUUTL PAa3BHTHE OCIIONK-
HeHu.

C. BpuHk npeasnaraeTcs pesHM MHOFOKPAaTHBIX COYETAHHBIX MHBEK-
uui

1. Cxema ynapHol HHCyaMHOTEpAnKK: 4 pa3a B CyTKH (repel KaXabiM
NIPUEMOM MHILUU U NEepes CHOM) BBOAAT HHCYJIUH KOPOTKOro ACHCTBUSA U UH-
cynuH cpenHeit mutensrocty AeictBus (NPH unu nenre). Jons uHCynuHa
CpeAHel JIMTENBHOCTH AeiicTBUA A0DKHA COCTaBAAThL 25-33% ot oOwedt cy-
TOYHOM 03Bl HHCYITHHA.

Ipeumyuwecrsa Merona:

»  BbicTpo HOPMaNH3yIOT YPOBEHb IMIIOKO3bl B KPOBH W HAaCTyMaer
peMHccus

> V perefl ¥ NOAPOCTKOB 3TOT PEXHUM HE BbI3bIBAET MOBOUHBIX
apdexTon
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» Tax kak BBoafTCS HeSonbline N03bl HHCYNHHA YAaeTca obner-
YHUTh WU NPeAynpeaInTsb MNPHUCTYIIBI THNOTNTUKEMKAH
» UncynuH cpenHedl AnuTensHocTH obecnewnsaerT GasanbHbIN
YPOBEHB rOPMOHA, a UHCYJIMH KOPOTKOTO AEHCTBHA MO3BONASAET UMUTHPO-
BaTh QU3HOIOTHYECKOE YCHITEHUE CEKPELIMH rOPMOHA MOCie bl
»  Takoil pexxuM JHCLMNIHHUPYET GONBHOTO K MOMOraeT NpUBbIK-
HYTb K HEH30EHKHOCTH MOKH3HEHHOr O NIEHEHHS HHCYAMHOM
Jpyro# BapHaHT pe>kuMa MHOTOKPaTHbIX HHBEKLMIA:
HHCynuH KOpOTKOro AeicTBHS BBOZAT 3 pasa B CYTKHM (Tepen mpHe-
MOM MHLIK), a8 CpeaHeli JTMTENBHOCTH - Nepell CHOM. 3Ta cXeMa Jierye Kop-
pUTHpYyeTCs IIPH U3MeHeHNH PU3MIecKol aKTUBHOCTH H peXHUMa MTHTaHUA.
1. O6uias cyrouHas go3a uHcynmna: 0,6-1,0 ew/xr
2. CooTHoOlIEHHE HHCYJIHHA KOPOTKOrO U cpejHero aeicTann - 25% u
75%
3. Pacnpenenenue kONH4eCTB MHCYNnHHA KOPOTKOro aeficteus: 40% -
nepen 3astpaxoMm, 30% nepen obenom u 30% nepes YKHHOM
4, Jlo3y WHCYNMHA cpelHeH LIMTENLHOCTH AEHCTBHUA KOPPEKTUPYIOT
yepes AeHb M0 pe3ybTaTaM YPOBHS MIFOKO3bI KPOBY HATOLLAK
» Ecnu ypoBeHb FalOKO3bl MeHbiie 3,3 MMONE/N - CYyTOYHYIO 803y
YMEHbUIAIOT Ha 2 ef1
» Ecnu ypoBeHb rioxo3st Gonbiue 5,0 MMOAB/A - CYTOUHYIO AO3Y
YBENHYMBAIOT Ha 2 eR
5. Jlo3bl MHCYNHHA KOPOTKOTO ACHCTBUS HA3HAYAIOT 1O pe3ynLTaTaM
YPOBHSA TITIOKO3bl KpoB# |epe3 1 wac nocne eanl 1 pa3 B 2 CyTok
»  Ecnu ypoeenb rmoxo3sl MeHbwe 3,3 MMOIB/A - CYTOYHYIO 03y
YMEHbINAIOT Ha 2 en
» Ecnu ypoBeHb rmoko3bt 6onbiie 7,8 MMOIb/A - CYTOUHYIO AO3Y
YBEMUHBAIOT HA 2 €N
B cragnu pemuccun
1. O6buwme cBeneHus
Bpemennas pemuccus ( Meaosbiii mecaw) Habmopaercs y 75-90%
GonbHbIX yepes 1-3 Mecaia nocne KIHHHYECKOTO NPOABAEHHA Gonesuu 1 Ha-
qana HHcynuHoTepanuu. [IpH3HaKH peMHCCHH!
»  YiayumeHue caMO1yBCTBUA
» YacTM4yHOE BOCCTAHOBJICHHE CEKPEUHH 3HOOTE€HHOTO WHCYAHHA
(MOXHO OIpesENUTH MO NOABJIEHHIO B CHIBOPOTKE H Moye C-nenTtnaa)
»  CHikeHne noTpeGHOCTY B HHCYnnHe (Y 6obluMHCTBa 60BMBIX
1o 0,1-0,3 es/kr/cyr, muoraa noTpeGHOCTb BOOGLIE HCUe3aeT)
2. [puumHBl peMHcCHM:
> Topmoxenue ayTOHMMYHHOMN peakuvu npotus P-knerok, oby-
cnopaeHHOE rulensI0 B KOHUE AoKAWHUYeckoro nepwosa U3CH 80-95%
B-knerox, npuBOAAILEH K NOAABACHHIO KNEVOMHOTO 3BEHA HMMYHHTETA
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» HHcyauHOTepanua CHWXAET CEKPETOPHYI0 aKTHBHOCTL OCTaB-
WHXCA B-KNEeTox ¥ Ha HX MOBEPXHOCTH NOABAAETCH MEHbLILE aHTHUTEHOB,
pacno3HaBaeMbiX HMMYHHOH CHCTEMOH

» T'ubens Gonviei 4acTn PB-kNETOK CTUMYIHPYET npoandepauHio
H nuddepeHLHpOBKY KNETOK-IPEAWECTBEHHHKOB TKAaHH NOMKENYAOYHOH
wenesbt. [Ipu 3aMeaneHUH ayTOUMMYHHO#H peakuui BHOBb oOpasyiouinecs
B-kaerxn norubaroT He cpasy, TO €CTb YMCACHHOCTb B-KIETOK yBENHYMBa-
€TCA, YTO NPHBOAUT K BPEMEHHOH HopManu3launu oOMeHa rmoko3sl.

3. IMponomkuTeNbHOCTb PEMUCCHH KonebneTcs OT HECKONbLKHX HEACHb
1O HECKONbKHX MecsueB. JLIHMTeNbHOCTE pemuccnu o6paTHO MponopuHo-
HanbHa TaxecTH TeveHns U3CJl 1o ero kMHUUECKOro NPOABACHHA U MIPAMO
MPONOpUMOHANbHA MHTEHCHBHOCTH HHCY/MHOTEPANHUU Ha PaHHHX CPOKaX
nocse ero KAMHMHECKOro MPOABAECHHA.

UncyauHOTepanua B NepHOA peMHCCHH

OTMEeHATb COBCEM HHCY/IHH Ha NEepHOA PEMHCCHHM HEAb3A, XOTA NOo-
TpeGHOCTb B HEM YMEHBILAETCA W NEPENO3MPOBKA MOXKET BbI3BATL CHAOTIH-
kemuto. CnenoBatenbHO, HAOO U3MEHHTb CXEMY BBEACHHA HHCYANHA.

MOXHO CHM3WTH 03bl MHCYNHHA, UCTIONL3OBATL MPEHMYWECTBEHHO
npenaparsl CpeiHedl ANUTENBHOCTH ACHCTBUA WM BBOAMTbL WHCYAHH 2
pa3a uau Becero | pas B CyTKH.

PexoMeHAaLHH 110 BBEACHHIO MHCY/IHHA

1. Henb3sg cMelIMBaTh pazHble NPenapaThl UHCYJMHA B OAHOM WINIPHUE.

2. VHCcysiMH KOpOTKOro HeHCTBHA BBOAAT 32 30 MHHYT 1O efibl, CBEPX-
KOPOTKOIO - HENOCPEACTBEHHO NEPEA eN0il MU AAKE TOCTE bl

3. CkopocTb BCAaCbIBAHMA MHCY/IMHA 33aBUCHT OT MECTa HHBEKLMM
(HanGonee GbICTPO BCACHLIBAETCA HHCY/HH NPYU BBEACHHH MOA KOXKY XKHBOTA,
MeJIeHHEE - o/ KOXY nieda, Genpa, sronvuss. s yCKOPEHHS BCACbIBaHHA
MOXKHO MACCHPOBATb M COrPeBaTb MECTO HHBLEKLMH).

4. He cnepyer 6e3 HeOGXOAMMOCTH MEHATH NIPUBBINHLIC MECTa HHBEK-
UM, C ApYroi CTOPOHbI, A% MPEAOTBPALUEHHA MOCTHHLEKLIMOHHOH NTHNO-
aucTpodum MOXKHO YEpeOBaTL TOUKH BBENEHHUS B MPEAENaX OHOTO MECTA.

5. Ona nedeHna OonbHLIX ¢ BHOBbL BoisBnaeHubiM U3CJL xenarensHo
HCTIONB30BATh PEKOMOHHAHTHLIA YenoBeYECKHH MHCYJIMH U €ro MoJyCHHTe-
TUYECKHE NPOH3BOAHBIE (HanpuMep, NU3NPOHHCYNKH).

Jletam 1 noapocTkaM ¢ MOMeHTa BhissaeHus U3CJ1 u Bupens cnenyer
Ha3HaYaTh TOMBKO HEnoBeueckui HHcynuH. EcnM OH HEAOCTyNEH, WCNOoJb-
3YIOT TONBLKO BLICOKO OMHLICHHbIH CBHHOH UHCYIHH

6. inbexuun MHCYIMHA Y ReTel

> Jlyuine MCroNb30BaTh WINPUL-PYUKY, TAK KaK A036I MEHBILE, YEM Y

B3POCJBIX

> Ilnpun-pyuka HeoGxoanMa pebenky, nonyuarowero Gonee 3 unb-

€KLMH HHCYJIHHA B CYTKH

> Bspochnbie HeCcyT MOJIHY0 OTBETCTBEHHOCTD 33 JieYeHne NeTeil.
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Af030P

Bui6op ao3bt uucyauna no C. Bpuuaky

1. Jinsa 6onbluuHCTBA AeTed U MOAPOCTKOB Cpa3y MOCHE KINMHHYECKO-
ro fnipoasneHus 6one3Bu K03a MHCYAHHA coctaBmseT 1,0 en/kr/cyt. 1/2 06-
el CyTOYHOH O3Bl BBOOMTCA B yTPEHHHE H IHEBHBIE Yachl, 1/2 - Beuepom.

2. UYepes Heckonbko Ner flocne KMHH4Yeckoro nposeneHus HW3C]
noTpeOHOCTH B MHCYNUHE Y GONbLIMHCTBA NeTel M NOAPOCTKOB CHHIKAETCH
no 0,6-0,8 en/kr/cyr. Eciu Ucnionb3yeTcs He MeHee 2-X MHbeKLMA B CYTKH,
TO 2/3 obiei cyTouHoH 10361 BBOLAT 332 30 MUHYT A0 3aBTpaka (MHCYJHH
KOPOTKOrO AEHCTBHA + WUHCYNIUH CpeNHEH HJIMTENLHOCTH NEHCTBHA B COOT-
HOIIEHHU 03 1€l HHCYTHHA KOPOTKOro ACHCTBHA Ha KakAble 3-4 e MHCY-
NuHa cpefHell wMTenbHOCTY AeficrBus). Ocraswyioca 1/3 cyrounoit go3bl
BBOAAT 32 30 MUHYT 10 yxuHa (1 en HHCY/IMHA KOPOTKOTO neficteua Ha 1-2
eIl MHCY.IMHA CpeIHEH ITUTENbHOCTH AeHCTBHSA).

3. Bo BpeMs ny6epTaTHOro yCKOpEHHA POCTa NMOTPEOHOCTE B HHCY/IHHE
MOXeT yBesiHuuBaThea mo 1,0-1,5 ea/kr/cyt, a B nocnenyrolune roasi CHH-
HaATbCH.

Koppekuyua cxemst uncynunomepanuu

1. TIpu nonyyenuu OOMbHBIM UHCYNIHHA TONBKO cpeldHed MIUTenAbHO-
CTH JEeHCTBUA Y HAIMYUKM Y HErO FUMEprinkeMHu Mocse 3aBTPpaka M Y)KHHA -
Do6aBnseTc UHCYIHH KOPOTKOro AeHCTBHA

2. Ilpu nomyuyeHUH GONBHBIM MHCYIHHA KOPOTKOro AeHcTBUSA U cpel-
Hel JUTMTeNbHOCTH AEHCTBHA H HATHYHH Y HEro MMNEeprinKEeMHH [OCHe 3aB-
TpaKa W yXKHHA - YBETUYMBAECTCA 1033 HHCYIHHA KOPOTKOro ACACTBHA

3. Ilpu aedyeHuu GosbHOro cxeMoli C MHOTOKPAaTHLIM BBEJCHHEM HH-
cyauHa, koraa 3¢ ekt OT BBENCHHS YTPOM HHCYAMHA CPEAHEH MUTHTENbHO-
CTH OeHCTBUA NMPOAOIDKAETCA M MOCJE YKHHA, MHBEKUMIO TAKOr0 HHCY/IHHA
uenecoobpasHo NPOBOIKWTL NEPEA CHOM, COSNMHHB HHBEKLIHWH BBOJMMbIE Ne-
pea yxUHOM U cHOM (0COGEHHO y TaKHX OONBHLIX, Y KOTOPBIX B MEPHOA
MaKcuManbHoro 3¢dexra oT AefiCTBUA MHCYNUHA CpPefHEH ANMTERLHOCTH C
2:00 1o 4:00 pazBuBaeTCs rHNOTIIMKEMHA)

4, COOTHOWEHHE 003 WHCYJNHHA KOPOTKOH U CpefHeH MIHTENbHOCTH
OeMCTBUA MOXET U3MEHATHCA B 3aBHCHMOCTH OT (PU3NYECKOH AKTHBHOCTH
GonbHOro, BUIa H KOH4YeCcTBA NOTpeOAIeMbIX YIIEBOAOB

OCR04CHERUA UHCYAUROMEPAnuYU

1. T'unoraukemus

2. Cunapom Comonxu. OOycnoBieH XpoHHYECKOH nepeso3npos-
KOH MHCYNHHA. BBI3bIBAET CTUMYNALMIO CEKPEUMH KOHTPHHCYSAPHEIX rop-
MOHOB, PHKOILETHYIO THMEPriaukeMuio (0CO6EHHO 110 HOYaM W yTpOM) IUH-
TEBbHO COXPaHAIOLLYIOCH, MOTYINYIO BBI3BaTh keTonypuio 1 JIKA

3. Aaneprusi K HHCY/JIHRY

4. TocTuHbEKUHOHHBIE JRMOAHCTPOPHH:

» JIunoaTpodHH - OTCYTCTBHE XKHpa B MOAKOMHOH KNETYATKE B MEC-
Te MHbEKLMH (NpHYMHA: Kucabii pH npenapaToB HHCYNMHHA M MECTHBIE MM-
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MYHHbIE PEeaKLIH¥ Ha CaM HHCYIMH MIH ApyrHe KOMIIOHEHTHI Npenaparos,
HanpuMep, peHoT) .
> Jlunoruneprpoduu - o6ycnoBneHHbl YCHIEHNEM IMNOreHesa.
JlunoancTpoduy HapywaloT BCacbiBaHHE HHCYNHHA.

Ocnoscuenun caxaprnozo ouabema:

1. Cuuapom Mophaka: neKoMIleHCaUUs TeueHus auabera ¢ paHHero
ZIETCTBA; 3afiepKKa pOCTa M MOJIOBOro CO3PEBaHUNA, H3OBITOYHbIE OTIOKEHHA
MOAKOXHO#H KHMPOBOM KIEeTYATKH Ha rpyaH, xuBote, 6&apax, nyHooOpa3Hoe
JIMLO, FenaToMeranms.

2. Cauapom HoGekypa: oTcraBaHHe B pOCTE H MOJIOBOM Pa3zBHUTHH,
YMEHBbUIEHHE MACChl TEAA, XKUPOBas HHPHUNBTPALMA MEUEHH.

TaxkTuka jedeHHs GOJbLHBIX CAXapPHBIM ANAGETOM NPH NAZHOBLIX
XHPYPrU4eCcKnX BMEIMATEILCTBAX

Tpeoonepayuonusiii nepuod:

1. OTMeHa nepopabHbIX CaXapOMOHHKAIOWMX APENapPaTOB ¥ Ha3Ha-
YeHHe HHCYRHHA.

2. Komnencauus caxapHoro nuabera.

3. Canauus o4aros uHGEKLHH.

4. Koppekuus BOXHO-3JIEKTPOJIMTHOTO OOMeHa.

S. INpogunakTHKa HEAOCTATOYHOCTH KpoBoOGpaleHus (Mo NnokasaHu-
aMm).

Onepauuonusiii nepuoo:

1. Beenenue nepen onepauneit MOJOBHHB CYTOUHO# N03bl MHCYAHHA
NS HHBEKLIUHA.

2. Undysua 5 % pacTBopa rnoKko3bl AN BOCHONHEHHUs 3aTPaT 3HEPruu
H NpOdHNAKTHKH KETOALMA03a.

3. IMocCTOSAHHBIA KOHTPOJIb 32 YPOBHEM IIMKEMHM.

4. BBeneHue CydHCYNHHA Kaxaple 2 — 3 yaca noj KOHTPONEM YPOBHs
FAMKEMHH.

MMocneonepayuonuniii nepuod:

1. IpoGHoe BBEAECHHE CYMHCYIHHA B NEpBbie 2 — 4 AHA B 3aBUCHMOCTH
OT YPOBHA FMTUKEMHH.

2. HasHaueHue nocie 3aXKWBJCHHS OMEPAaLHOHHOW paHbl OOBIYHOrO
pexuMa (auera, fiepopalibHble CaXxapoNoHMXKAIOUIHE NpernapaTsl) KK HHCY-
JIMHA.

BnausiHMe HeKOTOPBIX JIEKAPCTBEHHBIX CPEACTB Ha THIIOIIHKEMHU-
3HpYyouiee AeHcTBHE NPOU3BOAHBIX CYJIb(OHHIMOYEBHHDBI

Cpeocmea, ycunuearoujue 2unoziuKeMusupyiouiee oeiicmsue: npo-
W3BOAHBIE CANMLUIOBON KHCIOTh!, WHAOMETALUMH, OyTaJHOH, aHTHKOATYJIAH-
Thl HENPAMOro AeHCTBHA, MPOH3BOAHEIE NMUPA30IOHA, IEBOMHLIETHH, TETpa-
UMKAHHBI, cyTbGaHUNaMUIHBIE TIPenapaThl, HelponaenTUKH (ranonepuiod,
amuHa3uH), -aapeHobnokaropsl, 6apOUTypaThl, aHTHTUCTAMUHHBIE Npena-
patbl, uHrUGUTOpEl MAO, CoenuHeHHs MarHHs.
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Cpedcmea, ocnhabnaiomue zunozauKemusupyiouiee deiicmeue: rim-
KOKOPTHKOH/IBI, THPEOUJHbIE TOPMOHBI, AHYPETHYECKHE CpPelcTBa ( Kpome
AHTarOHHCTOB aNbAOCTEPOHa, CIIMPOHOMNAKTOHA, HIIH AbJOKTOHA, BEpOLINH-
pOHa ¥ Ap.), HUKOTHHOBasA KncioTa (0cobeHHOo Gosbike N03bl), NPOTHBO3A-
9aTouHble CPEe/ICTBA.

KoMaTo3Hble COCTOSIHKA UPH caxapHom aAnaldere (THNepKeTOHEMH-
yecKkast, THICPOCMONAPHAN, THNOTJINKEMHYecKan KOMa)

Jaxe npy NMOCTOSHHOM AMCIIAHCEPHOM HabmopgeHHH 60MbHBIX caxap-
HBIM AnabeToM, WHPOKOM HCTONB30BaHHH B JIEHCHHH HMHCYNHHA, Caxapono-
HIMAIOLMX CPeACTB, BOZMOXKHBI CIy4aH AeKOMMeHcauun 3adonesaHus, ero
NabHIBHOrO TeYeHU C pa3BUTHEM KOMATO3HBIX COCTOAHHI, Tpebyrowmnx
NIPOBEACHHUA HEOTAOKHBIX JICHEOHBIX MeponpuaTHii. CBoeBpeMEHHan auar-
HOCTHKA NPEKOMATO3HOTO COCTOSHHA W KOMbI (MHMEPKETOHEMHUUECKON, U~
NepOCMOIAPHON, FMNOTMAHKEMHYECKOMR) ONpeAcnseT TakTHKY ¥ 00wbém ne-
4e6HBIX MEPONPHATHIA W, B KOHEUYHOM HTOre, Ucxoa 3aboneBanuii. Jlanuwii
pazgen auabetrosoruu nomkeH ObITh ryOOKO M3y4eH W OCBOGH BpaYaMH
BCEX CNEUUanbHOCTEN, OHM 00s3aHLl 00MaAaTh HAaBbIKAMHM AHATHOCTUKH H
JIeIeHUA KOMATO3HbIX COCTOAHUM.

JAnaberudecknit KeToanmHuao03

Huaberudeckuit keroawnnos (JIKA) 3aHMMaeT nepBoe MeCTo No pac-
NIPOCTPaHEHHOCTH CPEAH OCTPHIX OCIOKHEHUH SHAOKPHHHBIX 3abonesannii.
CwMepTHOCTH 0T JIKA nocruraet 6-10%, a 'y aereii ¢ U3CJI 310 camas uacras
NpHyHHa cMepty. BosnrkHOBeHMIO JIKA crioco6CTBYIOT HapyllieHHE KH-
C/IOTHO-OCHOBHOTO COCTOAHHSA M MOBBIUIEHHE YPOBHA KETOHOBBIX TeA B KpO-
BH, OTHOCHTE/bHBIH WM aOCOMIOTHBIHN AeQUUHUT HHCYIMHA, pa3BHBAIOLIMECH
UHOTJa B TEYEHME HECKOJABKHUX 4aCOB WM JHCH. rHHeprJIHKCMHﬂ H BbICOKaA
KOHLIEHTpALIUs KETOHOBBIX TEJl BBI3BIBAIOT HapylieHHE TPOPUKH KOpbl ro-
JIOBHOT'O MO3[a, TMIEPBEHTHITALIMIO, IIOTEPIO NIEKTPOIUTOB C MO4O#M, ocnab-
JleHHe MBIIEYHON CHUCTeMBl, MNapajvy IbIXaTelbHOH MYCKYNaTypbl, Hapy-
weHne GYHKUMH noyek. PAA aBTOPOB BbLAeNsioT 5 craguii nuaberudeckoil
KOMBI: OYEHB JIETKYIO, JIErKYFO, CPEIHETAKEIYIO, THXKENYIO H TEPMUHANBHYIO.

Kannauveckast KapTHHa

Cumnmomsl 3a60/1e6aHUA

Haubonee yacro BCTpeyalOUMecs CUMITTOMBIL: TTOJIHMAUNCHS, TOJIHYPHS
¥ cnabocTh — BBIPAXKEHHOCTb 3TUX CHMIITOMOB 33BHCHT OT CTENEHW W MpO-
JOJKMTENBHOCTH TUTIEPTIIHKeMUH. BonbHBIE MOryT NpeabaBNATh Kanobsl Ha
60/1p B KHBOTe, OTCYTCTBHE anNeTHUTA, TOLUHOTY, pBoTy. Boas 6 acusome
npu JJTKA moxcem umumuposams xupypzudeckue 3abonesanus. CUuTaer-
€4, 9YTO 3TH anoObl MHHIMUPYIOTCA KETOHEMHER. [ UNoKanueMus MOXeT BbI-
3BaTh JMHAMHYECKYIO KHILEYHYIO HENpOXOAKMOCTh, OCTPOE pacHiMpeHHe
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*eNyaKa, MPUBOALIEE K PBOTE M aCIUpaUln COAepXuUMoro xenyaka. [lane-
Hue pH MeHee 7,2 Bei3biBaeT pelkoe, WyMHOE, rayGokoe npixanHe (Kyc-
cMayns), ABAAIOINEECA PECNUPAaTOpHO KoMmeHcauued MeraGonHuecKkoro
aumnosa. HeBponoruueckue HapyuieHus sbisasiores y 80% GoabHbix, a
10% nauueHTOB NOCTYNAIOT B KIMHHKY B COCTOSHHH KOMBI.

Dusuxansroe ucciredosanue

O6b1uno HabmonaeTcAs rUNOTepMUA. XapaKTepHbl THMEPBEHTHUAALUA
nwiu avixanue Kyccmayna. HismeHnsercs He wacToTa AbiXaHU1, a ero raybuna.
BeipaXkeHHOCTb HapyLUCHHA ABIXaHUS 3aBHCHT OT CTENeHH MeTabosnyeckoro
aumnpo3a. Yacro ormeuaercs taxuxapama. [IpH OTCYTCTBHHM CHAbLHOH nerua-
parauun AJ] octaerca HopmanbHbIM. Omymaercs 3aTxsiii uau GpyKToBbIid
3anax M3o0 pTa, a npu Abixanuu Kyccmayns — 3anax auerona. CHibkeHue Typ-
ropa KOXH OTpaXaeT CTeneHb Aeruaparauu. Takenan keToHeMus oOy-
CNOBAWBAET NPU3HAKHU OCTPOFO XXHBOTA, a TMIIOPEPNEKCHA BbI3BAHA THNOKA-
nuemuent. Tipu ouens Taxenom JIKA nabmopatoTcs aprepHaibHas FHNOTO-
HUs, COMOp, KOMA, XaOTHYECKHE JABHKCHHA TNa3HLIX A0NO0K, HEMOABHKHBIE
PaCIIMPEHHBIE 3paukH H, HAKOHELL, CMEPTD.

OCHOBHDbIE ITANILI AHATHOCTHKH mnepxmneuuqeﬂmﬁ KOMbI

Anamues. Tlpy Ha4anbHBIX MPOABIEHHAX THIIEPKETOHEMUYECKOH KOMbBI
(npekoMme), HATMYMK KETOAUMAO3A HEOOXOAMMO BLISCHHTbL NPHYMHY AEKOM-
NEHCaUMH CaxapHoro ;xuaﬁe'ra, YTOUYHHTH NMPOACTIKHTEABHOCTL PA3BUTHA 3a-
60neBaHHA, NONYUHTL CBefieHUA 00 HCMOMb30OBAHHBIX METOAAX fieueHua. nn
KEeT0auuJ03a K NpeKoMaTO3HOrO COCTOAHWA XapaKTepHbl KanolOw! Ha Bbipa-
KeHHY0 0fLlyio cnaboctb, YTOMAREMOCTb, BANOCTL, COHAUBOCTD, MOHHKE-
HHE anmneTUTa, TOWHOTY, PBOTY, HANM4HUE 3aNaXa aLETOHA B BbIALIXACMOM
Bo3ayxe. Y HekoTopsix 60MbHBLIX C KeToauuAao3oM nossngercs 60ab B KHBO-
TE, YTO HEPEeAKO CYKHT MpHUHHON omwubounoit amarnoctTrkn. Tlpu xome
6onbHOM HAXOAMTCA B COCTORHHMM CTYNOpa, C TPYAOM PEarHpyeT Ha pasapa-
XKHUTCIH.

Obvexmusnoe uccnedosanue. Tlpn BHEWHEM OCMOTPE OTMEYaeTCA
rnybokoe, WyMHOE AbIXaHHE ¢ HANIMYHEM 3anaxa aleTOHA B BBIAbIXaeMOM
Bo3ayxe. Koxa oObi4HO cyxad, OnenHan, Typrop €€ 3HaUHUTENLHO NOHKKEH.
YepTol AMUA 330CTPEHDI, Fa3Hble AONOKH 3anaBllWe, 3pavkd Y3kue, MTO3,
aCHMMETPHA riasHbIX weneit. CyxoxuibHbie pedekchl pe3K0 CHHKEHB WK
OTCYTCTBYIOT. IlynbC PUTMHUHEIA, MaNOro HanNoONHEHHA, TOHB Cepala riay-
XHe, aprepuansHoe NapneHue cHwkeno. IledeHr yBenuuena, Gonesnenua.
Mouencnyckanue HENPOHU3BOABHOE, BO3MOXKHBI OJIMTYPHSA H aHYPHA.

JlnarHo3 runepkeTOHEMHUYECKO KOMBI OCHOBBIBAETCS HA XApaKTepHOM
CHUMNTOMATHKe, pa3BHBaloiLelics Ha ooHe AeKOMMEHCAUH caxapHoro auabe-
Ta, BHIPAXEHHOI NEerHiapaTaudy, FTHNOTOHHA MBI H APTEPHANbHOH THNO-
TEH3UH, HANUYMA 3aMNaxa aueTOHa B BHIILIXAEMOM BO3IYXE, XapakTepHOrc
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ray6oxoro apixaHns. OnpegenéHHyIo MOMOLIb MOXET OKa3aTh aHAnAW3 Npu-
YHH BOZHUKHOBCHUSA KOMBI.

Jlabopamopnoe uccnedoganue. Pewaouiee 3Ha4ueHue VIR AUATHOCTH-
K HMEET ONPEACACHHE COACPKAHNUA B KPOBYU 21H0KO3b: U KEMOHOBLIX MEN.

V 6onbHbIX ¢ IHA0ETHYECKHM KETOAUMIO30M YDOBEHL FIMKEMUH TIpe-~
BuiwaeT 16,7 Mmmonn/i, a HHOrAa aocturaer 55,5 mmonn/n u Gonee. Crenens
TMNEPrAMKEMHH 3aBHCHT OT CTEfleHH YMEHbIICHHA 00beMa BHEKAETOYHOM
wuaxoctu. [MageHue obBLEMa BHEKNETOYHOI XHUAKOCTH MPHBOAHT K CHHXKe-
HUIO MOUEYHOTrO KPOBOTOKA, YMEHbIUECHHIO IKCKpEHH rmoxko3sl. [uneprau-
kemus npu JIKA onpenenser nosbitieHHe OCMONAPHOCTH Maa3Mbl { ao 340
mocm/xr). [Ipu runepocmMonapHoii KOMe OCMOMAPHOCTDb, KaKk MPABHIO, BhILLIC
(a0 450 mocm/xr).

KoHIeHTpaums KETOHOBbIX T€/ 3HAYUTENBHO YBENHYHBACTCA, OCTHIAA
nvoraa 1722 mmonn/n 1 Gonee (vopma — 0,9 — 1,7 mmonw/n). O6mas kou-
UeHTpalUMA aueToHa, B-okcuMachiHHON KHCNOTHI ¥ aLETOYKCYCHOH KMCIOTH
8 CHIBOPOTKE MpeBLIUIaET 3 MMOAL/A, A0CTHIas WHOFAA 30 Mmonb/a ( HOpMa —
80 0,15 Mmonn/n). COOTHOIIEHHE ALETOHA K aUETOYKCYCHOH KHCIIOTE B KpO-
8u — 3-4: 1; B-okcHMAacnAHHON KHCAOTHI K KOHUEHTPaUHWH aLeTOYKCYCHOM
kucnotbl — 3-15: 1. B ominyne ot Apyrux KeTOHOBLIX TeN aLETOH HE urpaeT
PONH B pa3sBUTHH aUHIO3A.

MeraGonuueckuit ayudo3 xapakrepusyeTca KOHUEHTpauueH Gukapbo-
HaTa B CbiBOpOTke MeHee 15 mMake/n u pH aprepuanbHoii xpoBu menee 7,35.
Npu mxenom KA — menee 7,0. Aunaos o6ycnosieH, B OCHOBHOM, HaKOR-
NeHdeM B nhasme B-okcumacnanHoil U aueroykcycHo# kucaor. Hepocrarou-
HOe KpoBOCHabxeHHe TKaHelH Bbi3biBaeT nakraumnos. I'unepxnopemuueckuii
aununo3 MoXeT pasBUTHCA Ha GOHE HH(DY3IHOHHON TEpanHuu M COXPaHATBCA
nocne kynuposanus JIKA (M36bITOK BBEGHUS XJOPUIA).

Anexmponumsr. KOHUGHTpaUNWA HAMPUA B CbiBOPOTKE MOKET ObITb
CHW)XKEHHHOH, HOPMAIBLHOH WJM MOBbIWEHHOW. ['WnepraukemMus conposox-
JaeTca nepepacrpeneyieHHEM BOABI U3 BHYTPHKJIETOYHOTO NPOCTPAHCTBA BO
BHEKJIETOUHOe, 3T0 MOXKeT OblTh NPUYHHOH KaxXyuleiicA rHnOHaTPUEMHH.
YpoBeHb xaiusi B CHIBOPOTKE 3aBHCHT OT BbIXOAA 3TOr0 KaTHOHA U3 KIETOK
npu auMaose, OT CTeneHu yMeHslueHHs o6bemMa BHEKAETOUHOW KHAKOCTH H
MOJXKET ObITb HOPMAIBHBIM, BBICOKMM WIH HU3KHM. HopmanbHbll unM Bbico-
KUii ypoBeHb KaJiMs He OTpaaeT CYLIECTBYIOLIEro AepHLMTa, a HU3Kaa ero
KOHLIEHTpALMA CBUAETENbCTBYET O 3HAUMTENbHOM! ero notepe u TpedyeT He-
MELNEHHOro BOCIOAHeHUA. YpoBeHb ghocghama Taxxe Moxer ObiThb HOp-
MaNbHBIM, HO, KaK U B Cly4ae ¢ KalHeM, 3TO He OTpakaeT peajbHoOro aegu-
umurta. U3 apyrux naGopatopHsIX nokasareneii cienyer o6paruth BHUMaHue
Ha JIeKOUUTO3, KOTOpLIH MOXeT RocTurath 15-20x10. 9/n U Heo6a3aTenbHO
BbI3BaH MH(eKUMER; NOBLIIEHHE YPOBHA aMHasbl, He CBs3aHHOe ¢ 3abose-
BQHMEM [IO/KElyNOYHOM JKenedbl, U TPaHCaMUHA3, & TaK K€ MCEeBAOJMC-
(YHKUHMIO ILHTOBHHOM JKENE3DL.
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I'unepkeToHEMHYECKYIO KOMYy Heobxoaumo nHddepeHuupoBats, B
nepByI0 OuEpeEs, C anOTUIEKTHYECKOI, anKOroNbHOA (peko 8CTPEHAIOUMXCA
y IeTei), runepocMONSPHOM, FMNOrIMKEMHUYECKON U Pa3NHYHBIMH OTpaBiie-
HUAMH. SIBIEHHA KeTOAUMRO3a MOryT HAOMONATECA TAKKE MPH AAHTEIBHOM
FOJIOAAHHH, ANKOrOLHOH WHTOKCHKALMH, 3a00A€BaHHAX KEMYAKA, [ICUEHH H
KHIIEUHHKA.

3HaunTenbHbIE TPYAHOCTH JUIA JHArHOCTHKH RPEACTaBJAIOT CAydYau
IabeTHYECKOro KeToauuaosa ¢ Gonsio B xHBoTe (AuabeTHueCKHii nceBao-
NEPHTOHHUT), HMUTHPYIOUIHE OCTPbie XHpYpru4eckHe 3aGonesanus GplowHoii
nonocty. [MponcxoxkaeHne GoneBoro cHHApoOMa NpH AHa0ETHYECKOM KeToa-
ungo3e He ulyuyeHo. Ero oOBACHAIOT pasapaxeHHeM OpiOlIMHBI, YPEBHOro
CIJIETEHHA KETOHOBbIMHM TeJIAMHM, AEruapaTaluei, rnorepeil 3A€KTPOAHTOB,
paciiVpeHHeM xeaynka, cnasMamu kuuieynuka. /inddeperunposars quabe-
THUYECKHIH NICEBAONEPHTOHUT U MCTUHHBIH OCTPBIH XXHBOT IOMOraeT HaJIM4YHE
nuabeta B aHamMHele, MENJIEHHOE Pa3BHTHE, NMPEUMYINECTBEHHO MOJONOH
sozpacT 60NbHbIX, HeonpeaenEHHas AoKanu3auusa 60u, HANUUHE FrUIepran-
KEMHWH, aleTOHYpuM, 3anaxa auertoHa. Pemarouiee audepenunanbHo-
OMarHOCTHYECKOe 3HAUYEHUE HMEET HCYE3HOBEHHE UNH pe3koe CHHxKenune 6o-
JI1 B pe3ysibTaTe UHTEHCHBHOM Tepanuy AuabeTHUeCKkoro KeToaunao3a B te-
yeHue 4 — 5 yacos.

I'nnepocmonsipHas KomMa

['inepocMonspHas kOMa (CHHAPOM THMEPrAWKEMHYECKOH OerHapara-
HHH) Halle BCTPEYAETCA Y B3POCAbIX, 00ycnoBiaeHa Pe3KHM YBEAHUEHHEM
OCMOJIAPHOCTH KPOBH B pe3yJibTaTe BbipaxieHHOH runepramxkemuu ( no 110
MMOAb/N) U runepHatpueMuun ( Gonee 150 mmons/n) 6e3 keroaumposa. B
30% cay4yaeB rurepoCcMOIApHas KOMa OKa3lbiBaeTCA MEPBbIM NPOABICHHEM
caxapHoro auabera. CMepTHOCTL AocTuraer 30%, a npH THKENBIX COMYTCT-
Bytolux 3a6onesaHuax —70% (yawe — napyumerue GpyHkuny noyex).

TIpeapacnionaraomme Gakropbl: NoYe4Has HEAOCTATOMHOCTH; HHeK-
UMOHHbBIE 3a60n€eBaHNA; NeKapCTBEHHbIE CPEACTBA ( MTIIOKOKOPTHKOHABL, THA-
3U[HBIE AUYPETUKM WM QypoceMHl v Ap. CPEACTBA); HapylieHHE MO3rOBOro
KpOBOOOpaileHHn, cyOaypanbHan reMaToMa; OCTpbifi MAHKPEATHT; THKENble
O0XKOry; COMYTCTBYIOIME IHAOKPUHtbE 3a60/1eBaHHA; HEAACKBATHOE MapeH-
TepanbHOE MUTaHHE MM AMANM3 C UCTONB3OBAHHEM KOHLIEHTPHPOBAaHHBIX

PacTBOpPOB I'IIOKO3bI.

Knunuuecxan xapmuna

Cuamuromel 3a6onesanns

Ha npoTaikeHHH HECKOJIbKMX AHEH HAH HEACAL HAPACTAIOT MOAMYPHA,
OAHAMNNCHA,NOTEPs Beca, cnabocTs, Hapyuienne Co3Hanua Habnmopaetcs y
50% GoabHbIX. Y 5% NaUMEHTOB BO3HHKAIOT cyaopory. ¥ 30% GonbHbix B
KOME OCMOJIAPHOCTS MAa3Met npessiuaeT 340 MocM/Kr.
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DuzukajibHOoe HCCIefOBAHHE

Bcerna nmeercs Tsokenas naeruaparanus, HEBPOMOTHYECKHE CHMIITO-
Mbl: Tunep- aubo apeduekcus; reMunapes; HapyuwieHHe co3HaHuA ( oT COH-
JNIUBOCTH, 3aTOPMOXKEHHOCTH IO KOMBI); MOTYT OTMEMATbCA CHMNTOMB CO-
NYTCTBYIOILEH MATONOMHY.

OcHOBHBIE 3TANbI AHATHOCTHKH THIEPOCMOAAPHOH KOMBL

I'unepocmonsapHas koMa BCTpedaeTcs KpaiiHe PeAKo, NO3TOMY MeTO-
auKa obcnenoBams GONbHBIX pa3paboTaHa B HEAOCTATOYHO! CTENEHM.

Auamues. Y GONBLHOro HWAM €ro POACTBEHHWKOB, €CAH BO3MOXKHO,
YTOYHSAETCA HaNnu4Yue caxapHoro auabera, 0COOEHHOCTH €ro TeYeHus, NPuYIH-
Hbl HACTOSLIETO COCTOSHMA.

Obvexmuenoe u nabopamopnoe uccaedoeanue. O6palaeTcs BHHMA-
HHE Ha NPW3HAKH BLIPOKEHHOH AErMAPATALHH, CYXOCTb KOXH H CAH3HCTHIX
00onoyeK, CHIKEHHE TOHYCa INasHbIX A0AOK, Cy)keHWe 3pavykoB, TaXHKap-
ZMI0, apTEPHANBLHYIO runepreHsuio Uccienyercs HeBposornyeckas CHMITO-
MATHKa, XapaKTepHas UIf. THIIEPOCMOJIAPHON KOMbBI, - HUCTarM, reMurapes,
napaiuyu, TeMMAHOTICHA, ada3us, MbIIEYHAd TUNEPTOHURA, OTCYTCTBHE CY-
XOXHuAbHRIX pedexcor, naronoruyeckue peduexco.

JlnarHo3 runepocMonspHOil KOMBI YCTaHaBAHBAETCA HA OCHOBAHHUH
NPU3HAKOB AETHAPATALMM W HEBPOJIOTHUECKOrO CTATYCa, BOSHMKIIKX HA ¢o-
He AEKOMIEeHCHPOBAHHOro AHabeTa. 3amax auetoHa 8 BbLILIXAEMOM BO3AYXeE
NpH TMNEPOCMONAPHOH KOME OTCYTCTBYeT. JluarHo3 MOATBEPKAAETCA fu-
nepravkemueit (55,5 — 111,1 MMonb/n), 3HAUUTENLHBIM NOBLILECHUEM YPOBHS
KpeaTHHHHa, MO4YEBHHBI, OCTATOYHOrO a30Ta, Hatpus. KeToHoBbiC Tena B Chbi-
BOpOTKE 06LIYHO He onpeaendtoTed, aunao3a Het. OCMONSIpHOCTb Nasbi pe3-
KO MOBbIWIEHA. YPOBEHE HATPHA B ChIBOPOTKE MOXET O6bITb HOPMANBHLIM,
MOBLIWLEHHBIM MM NMOHWXKeHHbIM. CoueTaHue rurneprivkeMHH H THNEpHaT-
pHeMHy CONpoBOKAAETCA TAXKeNOoH Aeruaparauved. Yae oTMEUaeTcs runo-
Kanuemus.

F'unepocMonapHyio KoMy ciexyeT auddepeHunpoBaTs B NEPBYIO O4e-
peds C TMAEPKETOHEMHYECKOR.

FunoraMKkeMuueckasi KoMa

IMpu BriBeAeHHU GonbHOrO U3 AUAOETHHECKON KOMBI ClledyeT IIOMHHUTh
0 BO3MOXHOCTH PasBHUTHA FMIIOrTTHKEMHH BO BpEMs MHCYJxHOTepanuy. I'n-
NOTJIMKEeMHYEeCKas KoMa — rpuiHHa cMepTH 3-4% OonbHbiX. OCOGEHHO BENHK
puck TAXenoi rumornukeMun (CyZ0opor u Kombl) y AeTelt Maawero so3pac-
Ta, MOCKONBKY OHH He cnocoOHBI Pacno3HaTh NPEeIBECTHUKH THIOTTHKEMHH.
THMOrMMKeMHUSA BHI3LIBAETCA: MEpe]O3UPOBKOI HHCYNHH2, BHE3anHoi (H3u-
YECKOM Harpy3Koii, NpoITyCKOM MpHeMa IUIIY, MPpUeMOM ankoross Ha GoHe
HHCYNHHOTEpanuH.



OcHOBHbIE 3TaMbl AHATHOCTHKH THIOTIHKEMHYECKOH KOMBI

Anamnes. ObpaluaeTcd BHUMaHHE HA HaAW4HUE YYBCTBA BHYTPEHHEro
6ecnokoiicTBa, c/1ab0CTh, YTOMASEMOCTb, NOBLIIEHHYIO MOTIHBOCTL M Gaea-
HOCTb KOXH, YYBCTBO rO/I0fa, APOXKaHUE, NapecTe3HH KOH4YHKa A3biKa, Ty6,
noaboponka, cepauebuerne. O6bIYHO FUMOFTUKEMUYECKas KOMA pa3BHBaET-
cst GBICTPO — B TeueHHe OT HECKOJIBKUX MUHYT JIO 4aca, a y GONbHBIX C THKE-
NLIM ¥ JUTNTEbHBIM Te4YEHWEM caxapHoro auabera — OCTPO, BHE3ANHO, TaK
4YTO OHH HE OCO3HAIOT €& NepBbIX CHMIITOMOB.

Obvekmusnoe u aabopamopnoe uccieoosarue. Y OGONbHBIX caxap-
HbIM 11abETOM B COCTOSHUM TMMOMTMKEMHMHECKOH KOMBI OTMEYAIOTCA AE3-
OPHMEHTALIUA, arPECCHBHOCTb, HEMOTUBHPOBAHHBIC NOCTYMKH, OTKA3 OT Npué-
Ma nuuy, raumoudHauud. Koma 3aBepluaeTcs 3HAYHTENAbHBIM IBHIaTENb-
HbIM BO30Y)XXAEHHEM, CyIOpOramMy, KOTOpble MOTYT nepeiTH B 60abIOI IMH-
JIETITHYECK Uit NTPUNATOK.

TMocne HeNPOAOMKHUTENBHOH W HE PE3KO BbIPAKEHHON THHOTAHKEMHH
MOJXXET MOSBUTHCA rojioBHas Gons iy 6one B obaactu cepaua. Tponosmku-
TejlbHas THIIOrIMKEMHYecKas KOMa NPUBOANT K HAPYLLICHHAM NICHXHKHM, PEYH,
CHYDKEHUIO MHTeNNeKTa JIMarHo3 runoriMKeMUUYeCKOR KOMbI YCTaHaBAHBa-
€TCA Ha OCHOBAaHWM HANIMYMA B aHAMHe3e caxapHoro auabera, XapaKTepHoii
KITMHHYECKOH CUMNTOM&THKH U NOATBEpXKAaeTCA pedyavTatamu nabopartop-
HOTO HCCNEeNOBaHUA KPOBM — HM3KHM ypoBHem rmokodbt (3,33 - 1,38
MMOJIB/S1 U MeHee).

B ocHoBe audpepeHUMaNbHON AHATHOCTHKH THAOTAWKEMHYECKOR H
FMNEPKETOHEMHUUYECKOH KOMBI JIEKUT aHATH3 NIPHYHH BOZHWKHOBEHHS KOMa-
TO3HOTQ COCTOAHMHA, JaHHbIX 00BEKTMBHOTO H Nab0paTOPHOTO HCCACAOBAHUS.
CywmecTseHHyio nomMoms B anbdepeHuHansHONH AHArHOCTHKE MOXKET 0Ka3aTh
BHYTPUBEHHOE BBEAEHHUE FIIOKO3bl, KOTOPOE CPa3y BHIBOAMT GONILHOTO M3 -
MornuKeMuH W HeapPEeKTHBHO NPH KeToauuaose.

Cranuu pa3sBHTHS KETOANHAO3A U FNNEPKETOHEMHYECKOH KOMBI

Cmadua KomneHncuposannozo Kemoayudo3a: obuian cnabocTn,
YTOMAEMOCTb, COHIIBBOCTb, MOHMKEHHE ANNETHUTA, TOIUHOTA, TNOAHAMIICHS,
CYXOCTb BO PTY, HE pe3ko BelpaxeHHas 6oJb B *KMBOTE, 3aMax aleToOHa, TH-
nepravkemus 20 19,4 MMonb/NT , KETOHEMHS — [0 5,2 MMOnB/A1.

Cmadus 0eKOMnencuposannozoKkemoayudoa (MPexomMu): OTCyTCT-
BHE anneTyTa, TOLHOTA, PROTa, pe3kas cnabocth (BIUIOTh AO MPOCTPALHMK),
3aTOPMOKEHHOCTh, LIYMHOE JBIXaHKe, 60JIb B XMBOTE, HHOTAA 60sIb B Cepa-
He, HEYTONHMan KAXKAA, YHAIEHHOE MOYEHCITYCKaHHE, CYXOCTh KOXKH, HanH-
Ype KOPUYHEBOro HANETA Ha A3bIKE.
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AJITOPHTM Jie4eHNA NpH AnadeTAdecKkoii (runepxeToHeMuuyecKoi) Kome
JAnarnos ycranosjyen (0 — 1 4)

1. Mincynus — G6eicTpee BBECTH MHCYNMH Kopotkoro meidcrsus. Ha-
vaibHas J03a 3aBHCHT OT BO3pacTa pebeHKa, YPOBHA CMUKEMUH, CTENICHH Ke-
TOAUMAO3a, MMUTENBHOCTH KOMATO3HOTO COCTOAHHMA. 10 TpamMUHOHHOMY
«pexkuMy GOMBbLIKMX [03» HavYanbHas 033 AOKHA cocTanaTe 0,5-1EI/kr.
Oco6yl0 OCTOPOXKHOCTH cliefyeT cobmomarh y meTedl paHHero BO3pacTa.
3aech C YCAEXOM NMPUMEHACTCH « PEXMM MabIX A03» — JNUTENBHOE Kalelb-
Hoe BBeAeHHe Manbix 103 HHcynuHa 0,05-0,1-0,2 E[l/xr/4 B nepBoit HHBEK-
LMK JeTAM AOUIKONLHOro Bo3pacta BeomaT no 10-20 EJl, mukonsxoro — 20-30
EJl BHYTPHUMBILLIEUHO,

2. HzoToHKH4ecKuii pacTBOp HaTpus xnopuaa — 200-400 mn, yHUTHON —
5 % pacTBOp, KOkapGoxcunasa. [Ipu pH xpoeu menee 7.0 — 7,1 - 4% pac-
TBOp HatTpHa Gukapbonata — 0,2 r/kr.

3. UHranauus Kucnopona.

Yepes 2-3 4 0T HAYANA JEYEHHNA

. Ecnu aprepuaibHOe JaBieHMe OCTAETCH HHM3KHM, TMAPOKOPTH3OH
WY MTPEIHU30IOH BHYTPUBEHHO CTPYHMHO.

2. B nanpHe#llieM WHCYJIMH — BTOpas MHBLEKLMA COCTaB/AET NpubAH-
3MTEIBHO MOJOBHHY WM JBE TPETH MEPBO 103bi (B 3aBUCUMOCTH OT YPOBHA
TJIIOKO3Bl KPOBH, MO4H, auetoHa). TpeTbs HHbeKLMA HHCYNHHA elle yepes 3-
4 yaca COCTaBJIAET MOJIOBHHY WIIH TpeTh BTopo# A03sl. [loa koHTposem ca-
Xapa B KPOBH U B MOYe AENAOT YETBEPTYIO H AATYIO AO36I MHCY/NHMHA, HO He
qale,4eM yepe3 4 yaca no 4-6 EJI . MoxHo oTAaTs ApeAnoyTeHHE TEPANHK
«ManbIX J03%.

3. MB3OTOHWUYECKH#i pacTBOp HaTpUA XJIOPHOA W3 pacdera H0
1000Ma/cyTku AeTAM MAaadliero Bo3spacta W oT 1500 mo 2000 ma/cyT.
IIKONBHUKAM ¥ PacTBOP KaJHs X/IOPHAA BHYTPUBEHHO KanenbHO (KOHTpONb
Ka/lus faa3Mbl KpoBu!).

Ilocsie BbIBeACHNS B3 KOMBbI
'

[Mocne ycTpaneHHs KOMBI U CHH)KEHHsl YPOBHA [MOKO3bi B KpoBu 0 14
MMOJIB/1 — 5% pacTBOpa IIIKO3b! KaKAbE 4 4 ¢ kanus xaopuaom (13 mmons
kanua Ha 500 M1 riToKO36l) BHYTPMBEHHO KanensHO WM pacTBOpoM PuHrep-
Jlokka B COTHOMIEHMH 1:1; HHCYAHMH Ha BTOpbIC CYTKM B 5 MHBEKLMAX — Tie-
pen 3aBTPakoM, 06eloM, YIKUHOM, B 24 4. ¥ 6U.

Ilocile ycTpaHeHHs KETOANUA03a

Jlevuenne MHCYNHHOM KOPOTKOro jeiictBus (3 — 5 pas B CyTku) IO
MOJIHOH KOMITEHCAUMH HapyllleHuil MeTabonu3ma.
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ANTOpPUTM JIeYeHHS UPH THIOTIHKEMHYecKoH KoMe
Juaruo3 ycranosJseH (0 — 5 MmuH)
1. BHyTpHBeHHOE CTpyiiHoe BBeieHHe 40% pacTBOpa MIFOKO3EL.
2. Ilpy HEBO3MOXKHOCTH BEHOMMYHKUMH — NMOAKOXHOE BBeneHue 0,5 - 1
mn 0,1 % pacTBOpa agpeHanuHa.
3. Ilpu nonHo# notepe co3HaHHA, OCOOEHHO MPH CyHOpOrax — Mephi
MO NpeaynpexAeHHIO TPaBM, aCMHpalMH 3yOHLIX NTpOTe30B, acPMKCHHU H T. 4.

Dddexra ner (5 - 15 mun) ddexr ecTh

| |

Mocne BoccraHoB-
JICHHA CO3HaHMA —
CpOYHAA FOCNHTANH-
3auMA (AfNA Cranuo-
HApHBIX  GonbHBIX
nepeson B manary
MHTCHCHBHOH Tepa-
ITHH)

1. [ToBTOpHOE CTPYifHOE BHYTPHBEHHOE BBEfE-
Hue 40% pacteopa rinoKo3sl

2. BHyTpuBeHHOe kanenbHoe BeedeHue (0%
pacTBOpa IIOKO3bl C MAPOKOPTH3OHOM HAH
NpeaHH30N0HOM

3. [Tpu cunbHOl ronoRHOK GONK — BHYTPHMBI-
uteynoe BeeseHHe 50% pacTBopa aHanbruHa

4. Tlpu CHABHOM TOWIHOTE W PBOTE — BHYTPH-
MBILUEYHOE BBEACHME METOXAONpaMHaa (ue-

pykana)

l IMocne soccraropieHHA
YpOBEHB [THKEMHK YpoBeHs rnukeMuu Gosee CO3HAHUA — CPOIHAA
MeHee 3 MMONB/Nl, Ha- 3 MMOJTIB/R, OTCYTCTBHE TFOCTIATANA3ALNA (114
JIHYHE HEBPONOrHYe- ZaHHbIX 06 OTéKe MO3ra, CTausoHapHuIX 60/b-
CKUX H 0TansMo- MHCYJIbTE, KADAHANbHOM HbIX IEPEBO B MANATY
NOTEMECKHX NPU3HA- 1oke MHTEHCUBHOMH Tepanuy)
KOB OT€éKa MO3ra

|

BryTpuBeHHOE KarenbHoe
BBedcHMe r mMaHHuTona (10 —
20% pacTBOp) MR BHYTpH-
BEHHOE BBEACHHE Kaxasmie 4 —
64 THIpOKOPTH3OHA

CpouHas  KOHCYJb-
TauMs  [cMXHarpa
(BO3MOXHBI  HCTe-
pWs,  pEaKTHBHHIH
NCHX03)
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JnabeTHyecKkasd AHIHONATHA

HuaGetnyeckas aHIHOMAaTUA ABIAETCA OCHOBHOH MPUYHHON MHBANHI-
HOCTH M CMEpPTHOCTH GONBHBIX CaxapHBIM IuabeToM. B CBA3H C 3THM paHHAs
JHarHOCTHKA W CBOEBPEMEHHOE JiedeHHe AHabeTHUCCKON aHIHOMaTHH ABMA-
eTcd BechMa BAXKHOM Kak B COLMANBHOM, TAK U MEAHLIMHCKOM 3Ha4YCHHK.

TpaauuioHHble METOAbl JiedeHWA caxapHoro nuabera MO3BosiAOT
CNpaBUTHECH C OCTPHIMH METabOoIMYECKUMH HapyLIEHHAMU M CYILECTBEHHO
CHM3UTD TKECTh 3a00JIeBaHUA, HO HE MOT'YT NPENOTBPATUTE OCICKHEHHA.

INaTorenes. MexaHU3Mbl pa3BHTUA OCIOKHEHUH TOYHO HE BBIICHEHHI,
HO YCTaHOBJIEHBI HECKOJIbKO MeTabonyueckux HapyleHUH, y9acTByomux B
naTtoreHese OCJIOXHEHUH: aKTHBALIMA TIONHONOBOTO MyTH MeTabonin3ma riio-
KO3bI (OTBETCTBEHHA 332 MUKPO2HTHONATHYECKHE OCMOXKHEHHA); He PepMeH-
TaTMBHOE IIHKOJIM3HpOBaHKe 6enkoB; o6pasosaHHe NEPEKPECTHO CUIUTHIX
IIMKOJIU3MPOBAHHEIX OekoB; reMOXMHAMHYECKUE HapyLIeHUs NpH caxap-
HoM auabere 00yC/IOBEHB! KaK MOPAXXEHHEM SHAOTENHA, TaK H HapylIeHHEM
HEPBHOM peryJsLUyY COCYAMCTOrO TOHYCA,

Huabemuseckan pemunonamun

Camoe rpo3Hoe OclIoXHEHHe caxapHoro auabera W camas dacrtas NpH-
YuHa cnenotsl, passuBaercd y 60-80% GonbHeIX caxapHeIM anaberom. He
pexe OOHOro pasa B rof HeoOXOAHUMO MPOBOIHTH OdTanbLMONOrH4eckoe 06-
cnenosaHue. ITpy HAMMYSHKU ocanob O CTOPOHBL OPTaHOB 3pEHH NPH OTCYT-
CTBUM OOBLEKTHBHBEIX OQTANEMONOrHYECKUX I[PH3HAKOB, RAXO IPOBEPHTH
NpaBUILHOCTD KOHTPOJIA 33 ypoBHEM riatokosbl. [Ipy perutonatuw 1 cranuu
(#enponudepaTHBHAd PETUHONATHA) MOKa3aHBl 9acThie MOBTOPHbE OdTanb-
monoruveckue obcrenosanus. Ilpu peruHonarnu II-1L cranuu (npenposu-
(depatnBHas u mponvdepaTHBHas pETHHONATHA) — NOKa3aHa falepHad GoTo-
koarynauma, CyMECTBEHHYIO ponb 6 pazéumuu AMabeTHYeCKO# peTHHOMa-
THH UrpaeT apTepuanbHasi rHNEpPTOHHS (HEOOXOAUMO KOHTPOJINPOBATH apTe-
puansHoe nasnieHune 2-3 pasa B rop). Jleuenue aprepuanbHOi FMNEPTOHHH
HHru6HTOpaMu ATIQ M rUNONHUNMEEMHUYSCKMMH CPECTBaMK AAeT XOpolIMe
pe3yJbTaThl Y GOJIBHBIX C AHA0ETHYECKO#H peTHHONAaTUEH.

Auabemuveckan neiiponamun

TMopaxaer 20-85% Gonbubix caxapusim maberoM. [poasnserca ceH-
COPHBIMH, JBUTaTEAbHBIMH M BETC€TATHBHBIMM HapyweHHAMH. Kunureckue
muny HeliponaTiu: nepudepuyeckas NOJIHHCHAPONATHA, BereTaTHBHas Hei-
ponartHs, MoOHOHeliponarua, pamukymmt. /lin eviagrenus nuabermdeckoit
HelpONaTHHOLCHHBAIOT CYXOXKHJbHEIE peduiekchl; BHOpaUHOHHYIO, Npo-
NPHOLEPTHBHYIO, GOJIEBYI0 H TAKTWIBHYIO YYBCTBHTENbHOCTH; H3MEPAIOT
CKOPOCTBb pacnpoCTpaHeHHus Bo30yxeHus o HepBaM. Memodbl nevenut ne
paspaboransl. Hcrnons3yor Toapectar (MHrHOMTOp anbJo30penyKTassl) H
GUTHHOBYIO KHCIIOTY C MaI0H 3¢pEeKTHBHOCTHIO.
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HAuabemuuecxan nedpponamun

PassuBaercs y 10-20% OGoapHbix. Uepes 15-20 ner GonesHn Moxer
Pa3BUTHCA TCPMHHAIbHAA MOYEYHAA HEJOCTATOMHOCTL. Pakmopsl pucka: ap-
TepuaibHas rUnepTeHsHs, HHGEKUMs MOYEBBIX MyTel, MpUMeHeHHe Hedpo-
TOKCHYHBIX JIEKaPCTBEHHBIX U PCHTTEHKOHTPACTHBIX CpeAcTB. Y Bcex 6onb-
HBIX HE MEHEC OIHOrO pas3a B rol HCCNEeAYIoT oOmuii aHanu3 Mo4H, onpee-
a0t kpeatiHuH 1 AMK B ceiBopoTke. Mapxep paHHux craauit Hegponarum
— MHKpoansOyMHHYpHa (3kckpeuus ansGymuna 30-300 mr/cyt). Ilpn Hanu-
YUK rpoTenHypun (Gonee 550 Mr/cyT.) MPOBOZAT MOCEB MOUM A7 BbIABIE-
HUs MHbexunH, onpenenitor AMK u KpeaTHHHH B CHIBOPOTKE, YCTPaHAIOT
apTepHalbHYI0 THIEPTOHMIO. TIpH MOBBILIEHHOM KpeaTHHHHE CHIBOPOTKH -
KOHCyAbTauus Hedponora, B crnyyae HeOOXOAMMOCTH — reMOAHANM3 HIH
TPaHCILIAHTALMS TIOUKH.

Huabemuuecxan cmona

Cunapom ofycnoenen nepudepudeckoii Heliponatueli U MakpoaHruo-
natve#, BKIIOYACT MOPAXKEHHE KOCTEH W CyCTaBOB CTOMBI, A3BEHHLIE MOpa-
XEHHs CTOMbl. PAKMOps! pUCKa: DINTENBHOCTh caxapHoOro auabera Gonee
10 net, Bo3pact crapiue 40 ner, aTepockiepos apTepuil Hor, nedpopmauus
CTOMBI (TTOCKOCTONHE), FUMepKepaTo3, MO30MH, GypCHUThl, TeCHaA, Heyao6-
Has 06yBb, TUIOXOR YXOX 3a CTONOH, Kypenue. ITpogunakmuxa: npenynpe-
XeHue UHpEKUMH, yXoa 33 HOTaMU, OPTONEANYECKOS W aHTHOMOTHYECKOe
obcnenosanue Gonee OAHOro pasa B rof, NPH Heo6XOAUMOCTH — GaLTOHHAA
anrnonnactuka aprepuit Hor. Tlpu o6credosanuu BHABIAIOT: CUMNITOMBI ap-
TEpUATbHONW HENOCTATOYHOCTH, CHMITOMbI Nepudepudeckoil HeilponaTHu,
NOpaXeHHe KOXH, aHaToMH4Yeckue AedeKTs cTom.

Amepocknepos -

3TO0 MaKpOaHTMONIATHYECKOE OCNIOKHEHHE CaxapHoro fuabera, NOBLI-
warotee puck passurus UbC, nndapxra muokapaa, auaberudeckoii cToml.
Ob6cnedosanue: xorTpoms 3a AJl Heckonsko pas B roa, IKI' — oauu pas B
roa, Harpy3ouHslie npoOul. Ilpogpunaxkmuxa u neuenue: Hopmayinzauva AJl,
OrpaHHYEHHUE KUPOB B JHETE, NEYEHUE JUCTIPOTEHHEMHH, OTKa3 OT KypeHua.,

OcnogHbIe 3TANB! fHATHOCTHKH AHA6eTHUECKOH aHTHONATHH

Joxnuuudeckunii 3Tan — BeIABICHHE MPH3HAKOB AHabeTHueckol aH-
THOTIATHH Y MWL C NMPEAPACNONOKEHHOCTHIO K CaxapHOMy AHabeTy unu Ha
PaHHHX CTaguAX pa3BuTHs 3a00NEBaHMA C MOMOIUBIO HHCTPYMEHTANBHOrO,
nabopaTopHOro UCCHEXOBAHMU.

Knuanyecknif 3Tan IMarHOCTHKM BKIIIOYAET aHaMHe3, 0OBEKTHBHOE
U JIOTIONIHHTENEHOE (MHCTPYMEHTANbHOE, NabopaTtopHoe) HccNeIoBaHHE.

Anamne3. Tlpu cobope aHamMHe3a obpaiaercs BHUMaHHE HA BO3MOX-
HEle xanobsl Ha Gonb B 06)IAaCTH Cepla, CHIDKEHUE 3peHus, cabocTb, 6onb
B HOrax, yCHIHBAOILLYIOCA TIpH xoAr6e, HapyleHus TPOPUKA KOXKH, TYNyio,
TAHYLYI0 HeBpairpdeckyio 60iip B cTrOomax, rojeHiax, pykax, napecre3us
(4yBCTBO »OKEHHA, TIOKANLIBAHUA, MOJN3aHMA "Mypaiuex"), OHEMEHHe, 3i10-
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KOCTb, CHUJKEHHE MM YTPATy YyBCTBHTENBHOCTH, CYAOPOTH B MKPOHOMXHBIX
MBIHILAX, FOJIOBHYIO 60/b, TONOBOKPYXEHHE.

BrlacHAeTcs, KOT/da BIEPBbIC NOABWIKCH T€ WK HHBIE CHMITTOMBI, NO-
CeOBATENBHOCTD WX Pa3BUTHS, TAXKECTh TEYEHUA. Y TOYHAKOTCA TakkKe 0CO-
6eHHOCTH 00pa3a >KH3HM, YacTOTa OCIHTANU3ALUHM, BEINOJHEHHE PeKOMEH-
nauuit Bpaya, COCTOSHHE KOMMEHCAUMKU caxapHoro nuabera, MeTOAb! ero je-
yeHus (OHeTa, UHCYNIMH, TepOopaibHble CaxapoCHWXaIOIMe Npenapatsi).

VrouHseTcs HanW4Me COMyTCTBYIOIWMX 3aboneBanunit, Hacae ICTBEHHOM
NpeApacnoONOXKEHHOCTH K NMOPaXKeHUIO OPraHoB KpoBooOpaliieHus W HEpBHOMH
CHCTEMBI, COCTaBJSETCA POJOCHOBHAN GOMBHOro ¢ ykalaHHEM CaxapHOro
nuabera, 3abonesaHuit cepaila ¥ COCyOB,

TIpu ob6vexkmusnom uccredoganuu oueHuBaercs obiulee cocrosHue
GONBLHOTO, COCTOAHME KOXH (M3MEHEeHWe TPOPMKH, IBETA, UYBCTBHTENLHO-
CTH), MBILLL, @ TAKXKe CepALa U cocyaoB (0COOEHHO HHIXHHX KOHEYHOCTeH).

Hdononnumenshsie ucciedoganus. Hapany ¢ oflMM KIMHHYECKUM
HCCIEA0BaHHEM MPOBOUITCA 3JieKTpokapaHorpadus, BENO3proMeTpus, og-
TANBMOCKONHUS TNIA3HOTO [iHA, OHOMHKPOCKONNA KOHBIOHKTHBbI, HCCIEAOBA-
HUe nunuaHoro, 6enxkosoro obmeHa.

Ins aMarHocTHKY AuabeTHueckod Hedpomaruu HCMOAL3YIOTCA aHANH3
MOHYH C MOACUYETOM KOJHYECTBA KJIETOK KPOBH, OMPERENCHHEM COMEPHAHHS
6enka, uccnenoBaHue kiy6ouKkoBoi (PUIBTPaUMH, COACPKAHUA KpeaTHHHHA
¥ MOYEBHHEI, paAHOHYKIMAKAA peHorpadus.

MHUKPOaHFHONaTHIO HHXHMX KOHEYHOCTEH MOXHO BLIABHUTH C FIOMO-
WO KaMWIAPOCKONMHHM, Kamumasporpaduu, peosasorpadum, ob6uEMHOI
churmorpaduu, 3NEKTPOTEPMOMETPHH, TETUIOBHICHHA.

Ha ocHOBaHWM aHaMHe3a, KMMHMAKH, AadHBIX ODKI, 6uoxuMmueckux
uccneaoBaHuii nmposoautca nuddeperumanbias auarsoctuka UBC, auc-
TpoduK MHOKApJa U aBTOHOMHO# HEHpONATUH CepAalla, MUKPO- ¥ MaKpoaH-
THONATHH.

Ipu ycranoBjieHun AMar{o3a NMabeTHIECKON aHrHONaTHH HeobXoau-
Mo ykas3aTk GOpMy (MHKpO-, MaKkpo-, YHUBEPCAIbHAA), NOKAIM3aUMIO (PeTH-
Honatus, HedponmaTus, aHrMOMATUS HHXHWX KOHEYHOCTeH) W CTaaMio npo-
necca.

B caydae muaberndeckoit HedpoaHruonaTuu nposoautcs auddepeH-
LHaIbHAA JHATHOCTHKA C XPOHHYECKHM ITUENOHSPPHTOM.

HUncyauHouesaBucuMLlii caxaphubiii auaber (xoq MKB: E11)

HHucynuHoHe3arHcHMBIH caxapHbli anaber (MHCH, anaber I1 tuna),
oObenHHACT HECKONbKO 3aboneBaHWi, OCYCNOBNEHHE!X, HHCYNHHOpE3H-
CTEHTHOCTBIO H OTHOCHTEJILHBIM AEPHMUMTOM MHCYNHHA, GyHKuUUA B-knetox
MpPH 3TOM YaCTUYHO WM IOJIHOCTBIO COXPaHeHa, a OOMBIIHHCTBO GONBHBIX
He HYXJAaerci B MHcyaHHOTeparvu. IIpy HEM OHeHb penko BCTpeYaeTcs
OKA. YV 80% GonbHBIX OTMEYAETCA OXKHUPEHHE. YIUTHIBAA TO, YTO NOMKINII-
CUS W MOMUYPHA ABNAIOTCA TAKXKE CHMIITOMAaMM APYruX, B TOM YHCIE Hedn-
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TOKPMHHBIX 3aboneBaHuil, cBoeBpeMeHHas ndarnoctuka MH3 auabera oueHb
Ba)KHa AJIA NpoBeAeHUs Au(PepeHHHMPOBAHHOTO MATOreHHYECKOro AeYeHHS
¥ peaGunurauui 60IBHBIX.

B otauuue ot MU3CJl nposenenne Gonesnu npu UHC]] HapacraoT
MEJUIEHHO H NOCTENEHHO, OC/IOKHEHHS PAa3BHBAIOTCH MO3NAHES M CPEAU HUX
npeo6GnanaloT NOPHKEHUA KPYTIHBIX COCYAOB.

dnuaeMHoI0THS

Bone3Hb BecbMa pacnpocTpaHeHHad, Ha ee AOMI0 npuxoautes 85-90%
BCEX ciy4yaeB caxapHoro auabera. IlopakaeT NpeMMYIIECTBEHHO KuTenei
pa3BUTHIX CTPaH, 0COGEHHO ropoKaH.

ITHonorus '

BonswmnerBo dopm UHCI umeer nonmreHdylo npupoxy. Onpege-
JieHHOE CcouYeTaHue reHoB O6GYCITOBIMBAIOT MPEAPACMONOKEHHOCTb K 601e3-
HH, @ ee Pa3BUTHE H KIIMHHYECKOE NPOABIeHue 06YCIOBIUBAIOTCH OKHUPEHU-
€M, HerpaBHJIBHBIM IUTAHHEM, MAJIONIOABUXXHBIM 06Pa30M KH3HH, CTPECCOM

IaTorenes

VY 6onpmHHCTBa GONBHBIX MEPBUYHLIM HApYIICHHEM ABAAETCA HHCY-
JIMHOPE3UCTEHTHOCTD, KOTOPas NPHBOAHT K YCHIIEHHIO CEKpeLH UHCYJIHHA.
TunepHHCyIMHEMHA YMEHBIIAET YUCAO PELENTOPOB Ha KIETKaX-MHUIIEHAX H
HHCYIMHOPE3UCTEHTHOCTh YCUIHBaeTCA. [ MnepHHCYNHHEMHUA cnocobcTByer
OXHPEHHIO.

B-kieTky pearupylOT Ha NOBBIIIEHUE YPOBHS TJIHOKO3bl, HAPYMIACTCH
pereHepauMs [B-K1eTOK, BO3IHHKAET OTHOCHTENBHLIA ACHOHUMT HHCYNHHA.
CHuxaeTcs YTHIH3aUMA [IOKO3bl, YCH/IHBAIOTCA TIMKOTEHONH3 H MIIOKOHE-
OreHes B MeYeHH, KaKk CNeACTBHE, BO3HHKAET BHIPAKEHHas TMMEPIrAHKEMHS.
[MosBnsroTca Knaccu4yeckHe CHMNTOMBI caxapHoro muabera. Kpome Toro,
xapakTepHa gucnpotenieMus (ocobeHHO runeprpurnauepuaemua). Paspu-
BAIOTCH MakpoaHrHonatuieckue (arepociiepos, UBC) u unkpoanruonam-
yeckKe (peTHHONATHA, HeppoNaTHA, HeliponaTHs) OCNOXKHEHMS.

Knuandeckas KapTHHA

Cumnmombsi, oGycnosieHHble THnepraukemueil ¥ nedpuuuToM HHCY-
JIMHA, MOABJAIOTCA [MO3RHO H MOT'YT COYETATECA C CHMIITOMAMH OCJIOXKHEHHHH
caxapHoro auabera: monuypHeit, nomuauncueit, nonudarved, CHUXEHUEM
OCTpOTBI 3peHusA, apTepHanbHO# runepronuecH, cumnromamu UBC, HeBpono-
rudeckMMHU cumntomamu. Tlocne BhichiXanus Karens Mo4H Ha Genbe H 00yBH
MOTYT ocTaBatkcs Oesble narHa. [loapnstorcs xanobul Ha 3yn, PypyHKynes,
rpubkoBble MH(EKLHK, 6014 B HOrax, y B3pOCHbIX — UMIIOTEHLHIO.

Huorga xanobsl OTCYTCTBYIOT M AMAarHO3 yCTAaHaBMBalOT MO TJIIOKO-
3yPMH HJIH TMIIEPrIIMKEMUH HATOLIAK.

IlepseiM nposBieHneM GOe3HH MOKET ObITE FHIIEPOCMONIAPHAA KOMa.
Y 80% GosbHBIX ecTb 0XKMPEHHE,

Tpu roHomeckoM MHC]] oxupeHHA OGBIYHO HET, KIaCCHYeCKHEe CHM-
NTOMbI BBIP2XKEHBI C1abo, OCNOKHEHHA OTCYTCTBYIOT.
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JlaGopaToptian AMArHOCTHKA

Inasnote kpumepuu ouaznosa HHC/A:

- YpOBeHb I'IOKO3bl B Cily4aiiHo B3aTOl npobe nnasmbl Gonee 11,1
MMOJIB/ 1 B OAHOBPEMEHHOM HAMHYWH KJIACCHHYECKHX NMPH3HAKOB CaXapHOro
nuabera;

- WM - B NJIa3Me HATOUlaK YPOBEHB Fioko3bl Gonee 7 Mmmonu/n npy
HAJIMYMH KJIaCCHYECKHX CHMNTOMOB caxaphoro axabera;

-y GONBHBIX, HE MOAYYAIOWMX HHKAKOTO JICYEHHA, HET KETOHEMHH H
JIKA;

-y 60/1bHBIX HET XU3HEHHOH NOTPEOHOCTH B UHCYNHHE.

IpuHOHNbI TedeHus

a) fedeHHe NOJKHO OHITh HHAWBMAYANsHBIM (YUHTHIBAIOT BO3PACT, Te-
yende U TaxkecTs MHCH, o6pa3s »kM3HH, XapakTep MHTaHWA, PEaKiMIO Ha
AMETOTEPAIHIO W NepopalTbHble CaXapOCHWKAIOUHE CPEACTBA) .

6) rnaBHas 3afada NeYeHHA — MOLEPIKAHHE HOPMAILHOTO YPOBHS
TIOKO3b! M JTHITHAOB KPOBH.

B) noanepxaHie HOPMaILHOTO Beca.

r) AMeTa ¥ XOpOLIO PacCYHTaHHBIE PHUIHYECKHE HATPY3KH.

n) obyueHue GONBHBIX.

€) nepopanbHble CaXapoCHHKAIOIHE CPEACTBA H MHCYNIUH HA3HAYAIOT-
€A TOJALKO TOTAa, KOTAa MAepriMKeMHs U HOPMANH3aUHA Beca He AOCTHIra-
€TCS C MOMOUIBIO AHETHI M PHUIHYECKUX HArpy30K.

Hecaxapubiii auaber

HecaxapHsiit 1uaber ABISETCS OTHOCHTENIBHO PEAKO BCTPEYaAIOIINMCS
3a6oneBaHUeM 3HAOKPUHHOI cucTeMbl. [laToreHeTnaeckoil OCHOBOH €ro fB-
JIAETCA OTHOCHTE/NbHBIH MK aGCOMOTHBIA AePHIHT Ba30OMpeccHHa, 00ycnoB-
JMBAIOIIMA HapylleHHe KOHIEHTPUPOBAHUS MO4YM, MyTeM CHHXXEHHUs peal-
copbuuH BOAB! B KaHANBLLAX HEPPOHOB, NONIHYPHIO U MOMHAMIICHIO.

VY nereit paznuYaloT: UEHTPaIbLHBIN HecaxapHseiii muaber (HCHY) npn
Iepuuure aHTUAMypeTHdeckoro ropmoHa (AMl); nedporennsiii HCJl (npu
HEYYBCTBHTEABHOCTH KIETOK-MHIIeHeH Kk AJI); HEpBHYIO NOJMAMNCHIO
(06ycnoBaeHHYIO YpEe3MEPHBIM NIOTPEONECHHEM KHAKOCTH).

JTann AHArHOCTHKH HecaxapHoro auabera

Anamnes. BonbHBIE KATYIOTCA HA 3HAYHTENBHO BLIPAXEHHLIE MOJH-
auncuio ¥ nonuypuio. [puuéMm, moGoe Bo3gepkaHHe OT yNoTpebieHHA BO-
Zb! BECbMA T/KEJIO MEPEHOCHTCA NMAUMEHTAMH HecaxapHbiM AuabeToM, nNpH-
BOIMT K GECCOHHHIIE, Pa3APDKHTENBHOCTH, NICHXHYECKHM HapYIICHUAM, f0-
BLIILCHHIO TEMIIEPATYphl Tesla H Adke kojutancy. Heobxomumo yTOYHHTS,
ABJAETCA M TNOJHANIICHA NOCTOSHHOH HIH NEPHOHAMYECKOH, 3aBHCHT JIH OT
BpPEMEHU CYTOK, OKPYXalomieii 0GCTaHOBKH, BHIIONHAEMOHR paboThl, IMOLMO-
HasmbHBIX ¢aKTopoB, MpUEMa HKHAKOCTH, IHIH, YTIIEBONOB, JUYPETHHECKHX
CpencTs H T.A. (pu HecaxapHoM AuabeTe MONMAMNCHA HAOMIOAAETCH NOCTO-
AHHO H MPaKTHYECKH HE 3aBMCHT OT Kakux-Jin6o ¢axropos). Becreacreue no-

3t



NUNATOTCHHOCTH TOJNAUIICHHA CNENYET BbIICHMTH HAIKYHE APYTHX xcanoG,
CBHIETENbCTBYIOMUX O BO3MOXKHOM €€ NpHYMHE, - Ha roJIoBHYIO Gonb, Ha-
pYyllieHHe 3peHHs, 600 B NOACHMLE (B HACTOALEE BPEMA HJH B IPOULIOM),
OH3ypUYECKHE ABJCHHA, OTEKM Ha JIMIIE, TYJNOBUIUE, KOHEYHOCTAX, CTIIOHTAH-
Hble nepenoMel, 6onb B KocTax, 60nb U TpoduueckHe HAPYIICHHA B HIKHHX
KOHEYHOCTAX, ApTEPHANBHYIO TMIEPTEH3HUIO.

OnpenenéHHoe 3HayeHMe AAs AMarHOCTMKH HecaxapHoro nuabera
HMEET HCTOPUA PasBHTHA 3ab0/eBaHKUA, BLIsB/EHHE BO3MOXHOH CBA3M €ro ¢
KakuMH-nH60 daxropaMu (NICHXOTEHHOE BIWAHHE, NepeHecEHHbIe 3a60aeBa-
HUA NOYeK, OCTphie MH(peKUHOHHBbIE 3aboneBaHHs, TpaBMbl Yepena, onepa-
TUBHbIE BMELIATENBCTBA HA TOJIOBHOM MO3re, B YaCTHOCTH Ha rumoduse,
peHTreHosckoe obmyuenve, akpomeranus). Xapaktep pasBUTHA -0OCTpOe,
BHE3aMHOE UMM NMOCTENEHHOE,- MOCIEeHee 4acTO UMeeT MECTO NpH uanona-
TH4ecKkoit PopMme HecaxapHoro mmabera M mpu Apyrux 3aGoneBaHMAX, CO-
MPOBOXKAAIOWMXCSA NMONMIHIICHEH U NIONHYpHei,

Obvexmugnoe uccnedosanue. B nepsyio ouepesb Heobxonumo obpa-
TUTb BHUMaHHe Ha Maccy Tena (HepeoKO CHHXKEHa), BIAXHOCTb KOXH (OT-
CYTCTBHE NOTOOTAENEHHUA), BbljeneHHe ciu3n (ckyaHoe). [Ipw passutuv 3a-
foneBaHus B KeTCTBE HEPEAKO UMEIOT MECTO OTCTaBaHUE B pocTe W GH3NYe-
CKOM pa3sBHTHH, NO3AHEE IOJIOBOE CO3PEBAHHE C HEPETYNAPHHIMH MEHCTpPYa-
u4sMu, 6ecnnoave BAW HEBBIHALUMBaHUE GEPEMEHHOCTH, Y MYKYHH CHHXKE-
Hye nubuno u noteHuuu. Ilpu aansheiiweit auddeperHunansHofi AHarHo-
CTUKE CleAyeT OnpeeauTh, HET M Y 60NBHOTO BO3MOXKHBIX CHMNTOMOB na-
TOJIOTHH MoYeK (ONEIHOCTb KOXKH W BHAMUMBIX CNH3UCTBIX 0obGosouek, OTEY-
HOCTh IHLA, paclUMpeHue MPaHHLL OTHOCHTENLHON TYIOCTH CEpALA, apTEpH-
anbHaA THIEpPTeH3Ws, NONIOXKHUTENbHBIA cuHapoM [lacrepHaukoro), runep-
KaNblIMEMHWM ApH MeTacrasax paka (oOtiMe NPH3HAKH 310Ka4eCTBEHHOH
OIYXOMH), CapKkonAao3e (B3MyTHe danaHr NanbueB PyK # HOT), 0cTO3a Aedop-
Mupyloulero, unu Gonesuu INemkera (6onb B KOCTAX, AedopMaLins U yBeH-
YEeHHE uyepena).

Hononnumensusie uccnedosanun. HONsHBIX NPOBOIAATCA OOMIEKIH-
Hudeckoe U Guoxumuueckoe flaGoparopHoe Hecnegopanue, TTT, pentreHo-
rpadus dyepena, KOHCYNbTaUMA OKynucta (T1a3HOE QHO, TIONA 3PEeHHA), HeB-
ponarosora.

Pewatoniee 3uaueHuie Ojis AHArHOCTHKH HecaxapHoro auatera, aud-
depeHUMaLKK ero ¢ ApyruMH 3a00neBaHHAMH UMEIOT Pe3YabTaThl AONOIHM-
TeNBHBIX JabopaTOPHBIX HCCAENOBaHHI, U B MIEPBYIO OYepelb HCCIEAOBAHMSA
mouH. INpu HecaxapHom nHaGeTe OTHOCUTENBHAS TUIOTHOCTH MOYH NpHOIH-
xaercs K TakoBoil y Boasl. HyHO yunTHIBaTH, YTO CHHXXEHHE OTHOCHTENb-
HO# INNOTHOCTH MOYM OTMEYaeTCs TakXKe HpH MATONOTHH NOoYeK, OXHAKO OHO
BBIPOKEHO B MeHbLIe# creneHd. K apyrum W3MeHeHHAM MOYU fpH MaTofio-
TMH NOYEK OTHOCATCA NPOTEMHYPHs, HAIMYHEe 3PHTPOLMTOB, LHIMHIPOB.
Yame Bcero HecaxapHbiii avaber npuxoaurtes AnddepeHLHpoBaTh C XPOHH-
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YEeCKUM MHENOHe(PPUTOM C BBLIPAXKCHHON MONUAMIICHEN MPU OTCYTCTBHH M3-
MEHEeRMH ocalka MO4H.

Janee uccaenyercs TakkKe OCTATOMHBIM a30T, MOYEBHHA KPOBH, Kalb-
UM, HaTpHii, Kalui N1a3Mbl KPOBH Y SPHTPOLIMTOB, XJIOPHALI MOYHM, & TAKXKe
ocanok Moun no Heuumopenxo. B nocaenyromenm onpenensiorcs napumans-
Hble QYHKIMH novek (Mo NoKasaHUsM) ¢ HCTIOMb30BaHHEM M30TONHOH peHo-
rpaun, KIryGoukosoii ¢punbTpamHi H kaHanbleBoi peaGcopOuun, mpobsl ¢
NMHUTYHTPUHOM. B cnyuae npeOeiBanus GOJBHOTO B CTaUHOHApe IIOKA3aHO

eXeAHEBHOS M3MEPEHUE CYTOYHOro AHype3a C OmpefefieHHeM OTHOCHTENb-
HO#H MJIOTHOCTH MOYH.

IpuuMHbI TOJIMYPHH U NOTHAHOCHH

Caxapwusiit duabem

Hecaxapnstii ouabem:

- Bpoxpénusiii runodusapHsIi

- [IpuobperéxHnpiil runogusapHbii

- Bpoxxa€uHetii HeliporeHHbiH

Cumnmomamu1eckan KaHA1bUe6an NOIUypuA

- AHeMus DaHKOHH (THIT B3POCHBIX)

- Kananbuessift aunaos

- Inenonedpur

- TTonukucTo3 nouek

- Tuneptpodua npeacTaTensyoi xenesbl

- MouekameHHas Gone3ub

- AMHIOHIO3 NO4eK

- Capkonnos

- MooYHO- lUENOYHOH CHHAPOM

- Cunepnaparupeos

-TlepBH4HbIA anbaocTepoHusm (cunapoM Konwa)

- TupeoTokcuxos

-I'naponedpos

- Mapanuy (MHonIerus) NapoKCH3IMaNbHbii

- Hedponatus, o6ycnosneHHas npuéMOM aHaNLIETHKOB

- AuTepcTHUManbHBI HebpUT

- lM'unepkannumMeMHs MPH METACTa3ax paka

- MeakokHcTO3Has iereHepalus MO3TOBOrO BELIECTBA TIOYEK

- TokcHko3 (oTpaBleHHE THTHEM, METOKCHIYPaHOM, PTYTHIO)

ITepeuunan (nenpou3ssonsHan) noauOUNCcus

Jtans! auddepenunaNLHOH THATHOCTHKHA HecaxapHOro auabera
(mo I'. A. Pobeprcony, 1985)

1. OnpenenexHue OCMONAPHOCTH IITA3MBI U (MJIH) KOHUEHTPALMH B Hell
HaTpHA B YCNIOBUSX HEOrpaHHYEHHOTO MOTpebieHHs XUAKOCTH. Eciu atu
nokKa3aTeny MpeBHILIalOT COOTBETCTBEHHO 295 Mockone/kr M 143 MaxB/7,
IMarHo3 NMepBUYHOM MONMAMIICHH UCKJIIOYAETCA W JanbHeiillee HCCIenoBa-
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HHe clieflyeT HAYMHATh C IMYHKTA 5 ¥ (Wiu) 6 1na pasrpaHHUCHHA HeHporu-
no¢u3apHoro u HegporeHHOro HecaxapHoro anabera. Hau:

2. Ilposenenue npobbl ¢ neruapoTaumeii. Ecn KOHUEHTpaLys MO4YH
HE YBEJMUYHBAETCA MOKZ OCMOJAPHOCTL MJIa3Mbl M (MNH) CONCPKAHUA Ha-
TpHA HEe NOCTHraeT COOTBETCTBEHHO 295 Mockonw/kr u 143 MakB/n, AHArHO3
NEePBUYHOMN MOMAHIICHH HCKITIOYACTCH M CEAYET NEPEXOANThb K MYHKTY S H
(unn) 6. Unm:

3. Onpeanenenye OTHOWIEHHA OCMOIAPHOCTH MOYH U NAA3MbI B KOHLIE
apo6ul ¢ aerupparaunei. Ecimm oHo mMenee 1,5, nuarHo3 nepsu4Hoi nosu-
AHNCHH HCKAIOYAETCH U CICAYET NEPEXOAMTH K NMyHKTy 5 n (Mau) 6. Hau:

4. Undy3na runepToOHHIECKOTO pacTBOpa HaTpHA XJIOPHAA C onpeae-
NeHUEM YPOBHA BA3OMPECCHHA B IUIa3Me H €€ OCMOJIAPDHOCTH B Pa3fiHiHBIE
cpokH npobeacHHem npobel. Ecan otHOUICHHE MEXIY ABYMA 3THMH nepe-
MEHHBIMW HHXE HOPMBI, YCTAHABIMBAETCS JHarHo3 HecaxapHoro auaGera.
Han:

5. Tposeaenne npobul ¢ undysued Basonpeccuua. Ecnu ocmonap-
HOCTb MouH Gosiee uem Ha 150 MOCMONL/KI NpEBBILIAET TAKOBYIO B KOHLE
npobel ¢ acernapatanuei, AMarHo3 HepOreHHOro HecaxapHoro auabera
Hekmovaerca. Han:

6. OnpeaeneHre OCMOMAPHOCTH MOYH M YPOBHA BasOApPECCHHA B
njaasMe B kKoHue npobsl ¢ aeruaparanieii. Ecau oTHOWeHWE 3THX noka3sare-
Neil He OTK/IOHAETCA OT HOPMBI, AHArHO3 HE(PPOrEHHOTO HECAXapHOro AMa-
6era HckmOYaeTcs.

JlexapcTBeHHbIe CPeACTBa B OMOJIOrHYECKH AKTHBHbLIE COSAHHe-
HHH, BJIUAIOLIHE Ha CEKPELHIO H HA neAcTBHE Ba3onpeccuHa

Bauswwue na cekpeyuiro:

a) CTUMYNUDYIOLIHE: aUeTHIXONHH, anoMOppuH, MOpPHUH (BHICOKHE
JI03bl), aJpeHaIMH, H3OMpOTepeHon (M3aApHH), THCTAMHH, OpanMKWHMH,
npocrornagauHbl, 3HEOPOHHE], uukinodocdan (uuiopocdamMnii) BHYTpH-
BEHHO, BUHKPHUCTHH, HHCYJMH, aHMHMOTEH3MH, HHUKOTHH, XJOPHpPONaMmum,
Kno¢pubpar, kapbamasenuH,

6) Topmo3iue: HopagpeHanuH, gropdenasun (Pnydenasuu), rano-
nepugon, AMfpasHH (npoMerasun), Mopdun (Huzkue 103bl), AUdeHHH (Pe-
HHTOHMH) BHYTPUBEHHO, &JIKOTOJ'b, NTIOKOKOPTHKOUABI.

Bauswwue na oelicmgue:

a) NOTEHLMPYIOMHKE: XIOPIPONaMHui, MHAOMETALHH, alueTHICATHLN-
JI0Bas KMCJIOTA, THa3KIbl, KNogubpat (knodubpeiitT), kapbamasenuH ;

6) unrubupyronue: 6apouTyparhi, TUTHS KapGOHAT, TETPALMKIHHEI,
rHOYTHA, ankanonabl 6apBUHKa, IIOKOKOPTHKOHAEL.

Ienrpanbubiii HCJ

Smuonozun:

a) nepeuuHblii ueHTpansHelii HCJL (nanonaTHyeckuii) - Habawonaetca
HapyllleHHe CHHTE3a, MpoueccuHra uiu cexperuu AT
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6) propuunslid ueHTpanbHeli HCJ] (BLI3BIBAIOT OIYXO/H; FHCTHOLH-
T03 X; HH(peKLMH, B T.4. MEHMHTHT; aHOoManuu cocynoB; UMT; cunapom
Bonedpama — cungpom DIDMOAD: HecaxapHeiil nuabet, atpodus 3pH-
TEeNbHBIX HEPBOB, INyXOTa ).

I'enemuxa

Hentpanensiit HCJ MoxeT 6biTb Kak HaCNENCTBEHHBIM, TaK H CNopa-
IHYECKHM.

Hacnenosanue uentpantsioro HCJI ayTocoMHO-A10OMHHAHTHOE.

Knunuueckaa kapmuna: HUKTYPHS H HOYHOE HEAEP)KAHHE MOWH; 3a-
IepikKa pocTa M MeAjleHHas npHfaBKa Beca BCIEACTBHE CHIDKECHHA YPOBHS
CTT' 4 HeaOCTaTOMHOro YCBOEHUS MHILM; PBOTA; 3aMop; HHOTA KOCoriasue
WK JMILIONHMS; Aeruaparauus (y rpynHbIX Jereit W AeTed Maaallero Bos-
pacTa NpH HapyIISHHH MEeXaHH3Ma XKKAbl MOXKET MPUBECTH K COTIOPY WM
KOMe).

Ofuiue npuHKUNDl OUAZHOCMUKY. KOHLEHTP2UMOHHAA CrIocoBHOCTD
Mo4ek HapyuleHa (HH3KHe yAeNbHblH BEC 4 OCMOJIAPHOCTE MOUYH); OCMOJAP-
HOCTBb IUIa3Mbl U KOHLIEHTPAlLMA HaTPHA B ChIBOPOTKE B HODME MW MNOBbI-
WeHBl; YAENbHbINH Bec MO4M (6€3 MUTBS HOUYBIO) YTPOM JO/KEH ObiThL He
Hixe 1,018 (npu Gonee HH3koM ~ cnepyer 3anoaos3pute HCH); AIl Hus-
KHH WM He onpefeniercs, HECMOTPA Ha AEruApaTauHio; peHTreHorpadus u
KT nnn MPT ronoes! (McknouuTh HOBOOGpa3osaHHA HAH MATONOrHA COCY-
NOB); Ucc/eNoBaHKe Mojiel 3peHHs; onpeacneHHe BCeX FOPMOHOB runodu-
3a.

Audepenyuasusrii ouazrnoz npoBoaM MEXy: HCPBHOH MOAHAMA-
cHeit (y aere#i Bctpeyuaercs peaio), nedporennsiv HCJl, U3CJL, noueunbim
KaHanbUEeBbIM aUHA030M, CEprNOBHAHOKIETOYHOH aHEMHEH.

Jleuenue yeumpansnozo caxapnozo ouabema

Llens neuenua — sosmewenne pepuiura A (mnu ycunexnne neficr-
BUs), ofecneyeHne KOCTATOYHOrO KOJIM4YECTBA KUAKOCTH.

1. CpencrBo BEHIGOpa: mecMonpeccHHa anerer (CHHTETHYECKHI aHa-
nor AIIl'), npoAOMKHTENBHOCT AeHcTBUSA 8-24 yaca. Pacnbingior B Noaoc-
TH HOca 1o 1,25-10 Mxr 1-2 pa3a B cyTkn.

2. JlnnpeccuH — pacubuifioT B Hocy (o 1-2 BayBaHus B KaXAY10 HO3-
Ip1o; 3-4 03B! B CYTKH), AeficTBHE NpoaomkaeTcs 2-4 yaca.

3. Aprunpeccdi — BHYTPHMBIIIEYHOE WIH TOJKOXKHOE BBEACHHE B
nose 2,5-5 en. 2-4- pa3a B CyTKH.

4. Xnopnponamua — ycunusaet geiicreue Al Ha AUCTaNbLHBIE OTAE-
76l HedppoHa (ecyiu coxpaHeHa ¢yHkuua AJ). Josza 150 mr/mM2 1 pa3 B cy-
TKH BHyTpb. [To60uHbli 3ddekT: runornukemus (CHeauTh 3a YPOBHEM FIIO-
KO3bl KDOBH BO BpeMsl JIeueHH ).

OcobBeHHOCTH NleueHHs TPYIOHBIX AeTell: AMETa C HH3KOH OCMOTHYe-
CKOM Harpyskoil; npH HasHaueHHM THA3HIHBIX AUYPETHKOB — OGMIILHOE M-
ThE; B HEKOTOPHIX Cly4adxX BBOAMTCA OfHA 1033 JIMIIPECCHHA nepel CHOM;
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30HAOBOE KOPMIICHHE, eclii peGeHOK caM He eCT; MPH Jierkoil gopMe ueH-
Tpanbioro HCJ] meamMkaMeHTO3HOE JiedeHHE He TpebyeTcd, TONBKO 00MIb-
HOE MHTHE.

Hegpozennwit HCH

310 Toxe ANY-pezncrentnoit HCJl, npu xoTOpoM MOYKH He cno-
CO0HBLI KOHUEHTPHPOBATL MOYY f2Xe MPH JieUeHHH BLICOKHMH [X03aMH
npenaparos AAT.

ITamozenes. 3abonsanne obycnopneHo aedexrtom peuernropos AN
THOZ V2 Ha KIeTKaX JUCTaNbHBIX OTAENOB HedpoHa U HecnocoGHOCTHIO pe-
UENTOPOB AKTHBHPOBATL aJCHUNATUMIUIA3y ( HeT mpupocta BAM® B Moue
nocne BHyTpuBenHoro BeefeHus A/l - aprunpeccusa).

I'enemuxa. Hacnenyetcs peueccHsHo, cuenneHo ¢ X-XpoMOcOMOH, y
MaNIbYHKOB C FEHETHYECKUM Ae)eKTOM BCeraa npoasiserct Thkenas Gopma
fose3nn. Y rerepo3uroTHeix AeBodek 3aboneBaHWe MPOABIAETCA WM NPO-
TeKaer B nerkoi gopme.

Knunuxa. CHMITTOMBI TIPOABSIAIOTCA B TIEPBLIC TPH HEACAH KH3HM:
He NpHOaBIAIOT B BECe, IJIAYYT, BO36OYKAEHDI, pa3ApaXHTEAbHBL; 3anop; ne-
peMexalomias IWXOpalKa; BErHAPATaUHA Ha (POHE rUNEPOCMONIAPHOCTH
n1asMet; y AeTell MAafiero BO3pacta OTMEHaeTCs pacliMpeHHe MOYEBOro
y3bipA M MOYETOYHMKOB; ANA AETeil CTapiiero BO3pacrta XapakrepHa 3a-
NEPHKA pOCTa U MICHXHYECKOrO Pa3BUTHA, TUIOXaR YCNEBAcMOCTh B WIKONE,;
fpH paHHel AHardoCTMKEe U CBOEBPEMEHHOM JeYeHHH MPEeAOTBpallaeTCA
CHHIIPOM THIEPOCMOIAPHOCTH H HE Pa3BHBACTCA 3aACPHKKA MCHXHUECKOTO H
tH3MHecKoro pasBUTHA, eCiH JledeHHe ne3p(PeKTHBHO — MOABAAIOTCH MPH-
3HakH Hapywenus [JHC.

Auaznocmuxa. XapaKktepHbl: THIIEPHATPHEMHA, THIIEPOCMONAPHOCTD
Na3Mbl; OTCYTCTBHE NMPHGaBKH BeCa; OTCYTCTBHE HApyleHHH (yHKUKY NO-
4eK; OTCYTCTBYeT peakuus Ha A/’ Ha 3aKMOYHTENEHOM 3Tane CEMH4aco-
BO# npobel ¢ NuLIeHneM XuAKOCcTH ( Tpoba C r’MNEPTOHHYECKIM PacTBOPOM
X/IOpHAA HATpUd MPOTHBONOKAa3aHa H3-3a ONACHOCTH THKENOH runepHar-
prueMuH); koHueHTpanws Al B nnasme NosbIIeHA; HET NPHPOCTA KOHLEH-
Tpaunu UAM® B mMoue nocne BBeaenus AL, nns onpepeneHus HOCHTENb-
CTBa NeheKTHOroO reHa y MaTepH OnpeaeNfeTcs OCMOMAPHOCTE MOYH MOCAE
JBEHAXIATHYACOBOrO JTMINEHHS KM KOCTH.

Jeuenue negppozennozo HC/{

Ileny neuenua: cHkenue nuypesa, NPENOTBpALICHHE ACTUAPATAKHH
H CHH/IPOMA MMIIEPOCMOJIAPHOCTH.

OCHOBHBIE IPHHLMIEE ICYEHUA:

1. YacThie KOpMIICHHA.

2. IIpeAnoYTUTENHHO €CTECTBEHHOE BCKApMIIMBAaHHE.

3. YMEHBIIAIOT COiepXKaHHe OCMOTHYECKM aKTUBHBLIX BEIICCTB — Gesn-
KOB ¥ TIOBAPEHHOHN COJIM — B panMiOHe.
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4. Inyperuku (ANA IKCKPEMM HATpHA) — THasuaHbie, Qypocemun,
3TaKPHHOBYIO KHC/IOTY, CIHPOHOJAKTOH: a) xyoptHasua no 30 mr/kr/cyr
BHYTPb B 3 fipueMa; 6) ruapoxnopruasua mo 3 Mr/kr/cyTt BHyTps Ha 3 npue-
Ma; B) KOMOHHALMs FHAPOXIIOPTHA3UAA 2 ME/KI/CYT BHYTpS C Kanuii cOepe-
FAIOIMM AHYpETHKOM - ammunopun — 20 mr/ 1,73 M2/cyT BHYTpS ( HE Ha-
RO coderaTh ¢ A00aBjCHHEM KanuA B MHOLY, He WMeeT noGounbix addek-
TOB).

I'anoTupeos

I'unotupeos — 3abosepanne, XapaKTEPH3YIOIIEECS CHHIKCHHEM WM
BbINafneHHeM QYHKLUHHA MMTOBHAHOM Xene3nl, cHwkennem neiicreua T, u Ty
Ha TKaHU-MHULICHH W W3MEHSHMAMH QYHKIIMHM pasNUYHbBIX OPraHOB U CUCTEM,
06yCJIOBNIEHHBIMY HEAOCTATOYHBIM COMIEPXAHHEM B OPraHH3ME THPEOMJIHBIX
FOPMOHOB.

ITHOMOTHA U KIaccHpukanus GopM rUnoTHpeosa

Paznuuarot: nepsuuHbiid, BTOPHYRLIH ¥ nepAdepHiiHbIi rHNOTH-
peos.

Hepeuunstit zunomupeo3 BbI3BaH BPOXKIACHHBIMA WM NPHOOpETEH-
HBIMH HapyIUIEeHHAMH CTPYKTYPhl N CeKPETOPHO# (yHKIMM TUPOLIMTOB.

Bmopuunstii zunomupeos o6ycnosneH 3ab00neBaHHAMU aAECHOTUTIO-
¢$u3a uau runoTanamyca.

Hepudgpepuiinsiii zunomupeo3 o6ycnoBneH pe3HCTEHTHOCTBIO TKaHei#-
mulieHeidl k T4 uan T, BeI3BaHHON reHeTHYECKHMHU feeKTaMu pelienTopoB
T4 H T;.

Ipuynnbl rHOOTHPEO3A

ITepsuunozo:

v THNO- UAK aIUIa3sHs WKTOBUAHON XKeMe3bl (BCcTpevaerca y rpymmx
aeTell M AeTei MnaauIero BO3pacra)

Bpoxaenusie Hapyiuenus cunte3a T; U Ty (BCTpeuaeTcs y rpyaHBIX
nereit ¥ feTeil MIaaiIero BO3pacta)

XpoHuyeckuit numbounTapHblii THpEOHANT (BCTpeuaeTca y rpyl-
HbIX NeTeit U aeTell MIanuIero BO3pacTa)

Tsxkenniti pepuumr fona (BcTpeyaetrcs y IpyAHbIX HeTel W aereit
MJIAALIEro BO3pacTa)

'unoTupeonaHas cramgus nogocTporo NUMGOLUTAPHOrO THPEOUAH-
T2

VYMeHbLIeHHe Maccehl Tena LMTOBUIHON JKele3s! ‘
Xupypruuecikoe BMEIIATENBCTBO

Jleuenne Tupeotokcukosa ' I

JlyueBas Tepanus omyxonei meu

JlexapcTBensble cpeacTsa

Heopranuueckuit unu opraHuyeckuit iog

AHTHUTHPEOHAHBIE CPEACTBA: THOHAMHUIB (TPONMUJITHOYPALHII, THa-
Mas30J1), KaIHA NePXIIOPaT, Kanus THOLMOHAT, IUTHH.
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Bmopuunozo:

Tunoguzapusiii: runonuryutapusm (6biBaeT y rpyaHsx aereit u ae-
Teif Myanurero Bopacra), uzonuposakubiii aeduumt TTD (GbiBaer y rpya-
HBIX AeTeH H AeTeH Maaaiero Bo3pacra)

Tunomanamuueckuii: MOPOKH pPa3BUTHA runotanamyca (6biBaeT y
FpYZHBIX AeTel W Jeteil Mnaniero Bo3pacra), HHGekuun (uuedanur), ony-
XOJH, CApKOHIO03.

Hepudgpepuueckozo zunomupeosa: reHepanu30BaHHas PE3UCTEHTHOCTD
K THPEOMIHBIM ropmoHam (ObIBaeT y rpyaHbIXx aereii v nereil Mjanmero
BO3pacTra), 4HacTHuYHas mnepudepHueckas Pe3UCTEHTHOCTh K THPEOHAHBIM
ropmoHaM (6biBaeT y rpyAHbIX AeTeil M IeTeii MiaAuiero Bo3pacta), HHakTH-
BaLHA UMPKYJHpYytownx Ty, Ts unm TTT.

INHAEMHONOrHA - PacNpOCTPAHEHHOCTh cpeau HaceneHus - 0,5-1%,
cpeny HOBOpOXAeHHbIX - 0,025% (1:4000), y nuu crapiue 65 net-2-4%.

Knunuuecxan xkapmuna

Hepenaa cucmema: HapyuieHWe NaMATH, 3aTOPMOXEHHOCTB, JAefpec-
cUsi, MapecTe3ns, aTaKkCHA, CHMKEHHE CIyXa, 3aMeMJICHHE CYXOXKHABHBIX
pedexcos.

Cepoeuno-cocyoucman cucmema: OpaiuKapaus, CHUKEHHE Cepaed-
HOro BHIOpOCa, MMYXOCTH TOHOB CepAua, ocnabheHue CEpHACYHON MbIUILBI,
nepHKapAMaNbHBIA BBIFIOT, HU3Kad aMIUTHTYAa 3yOLOB M YNIOLUEHHE WK OT-
cyrctBre 3y6ua T Ha DKI'. OTexy (B cBs3M ¢ HapyuleHHeM paboTsl cepaua).
Ha peHTreHorpamme - kapaHoMeranusa (B CBA3H G BHIIOTOM).

Kenyoouno-kuuieunsiit mpaxkm: xapakTepHbl 4acToie 3anopsl. beipa-
€T ax/IOPruApHs, YaCTO COYETAIOWIAACH ¢ AYTOHMMYHHBIM FaCTPHTOM. AcuH-
TUYECKas XUIKOCTb, KAK U APYTHe CepPO3HbIE BHIMOTH MPH MMNOTHPEO3e, CO-
nepxut Gonpiroe koauuecTBo Gernka.

ITouku: runoHaTpueMus 00YCNOBANBACT CHIXKEHHE IKCKPELIHH BOIBI,
noyeuHsiit kpoBoTok 1 CK® CHHXEHbI, YPOBEHb KPEaTHHHHA B CLIBOPOTKE -
HOpMAaJIbHBIA.

Cucmema ObixaHun: BEHTUAATOPHBIE PEaKUNWH HA THMOKCHIO W THIEP-
KanHmo ocnabnensl. [IpM TAXENOM rHNOTHPEO3E H3-3a IMOOBEHTHIALIMH
anbBeos M 3aNePXKKH YrAeKUCIOro rasa, MoXeT GbiTh THkenas rHNOKaMmHuA.
B nneBpansHOM BHINOTE - MHOTO Oesnxa.

Onopno-deuzamensusiti annapam: XapakTepHbl apTParHH, BHINOT B
MOJIOCTAX CyCTaBOB, MbIILEYHbIE CIAa3MbI, PUTHAHOCTD MBILLLL.

Kpoes: BcTpevaercs aHemus (0ObiMHO HOpMouMTapHan). Hanuuue me-
rano6acToB yKa3biBaeT Ha COMYTCTBYIOMUI ayTOMMMYHHBIH racTpHT.

Koaca u 8onocsl: xoxa cyxas, XOJIOfHas, keAToBaTas (HaKanauBaeTcs
kapoTHh). He cobupaetca B cksiaaxy, meTyIUTCs Ha NOKTAX. B koxe v noa-
KOXKHOM KJIeTYaTKe HAKaMIUBalOTCA IHKO3aMKHHOIMKaHbI (rHalypoHoBas
KHCJIOTA), KOTOPHIE BbI3LIBAIOT 3afEPXKKY HAaTpHA W BOIbI, NMPUBOIALIMX K
Pa3sBUTHIO MuKceneMs: (Cau3ucToie otexH). JIMLO omyTnosatoe, ¢ rpyGpiMu

38



uepTamu. OBONOCEHHE CKYAHOE, BOIOCH! TepatoT Gieck. Hacto nabmongaetca
BBINANEHHE HAPYKHOH TpeTH Gposefi (cMm. Xeprora).

Hapyuienue nonoeoit Qynxuyuu y dHcenuquH: XapakTepHbl MEHOppa-
rMH Ha QOHE YaCThIX aHOBYNATOPHLIX LHKIOB. IHOra MEHCTpYyallMH CKy-
HBle WM MPEKpaIlaloTcA M3-3a ocnablleHUA CeKpeuuHd FOHaXOTPONHAIX rop-
MOHOB. ¥V fleBouek HabaronaeTca 3amepikka NOAOBOIO PasBUTHA MIIH M30JIH-
poBaHHas 3aJiepKKa MeHapxe. Moxker HaOMOAATECA UNEPTIPONAKTHHEMHA,
NpUBOAAIIAd K ranakropee u ameHopee (ocnabnaerca UHrubupymouee nei-
CTBHE THPEOMIHBIX FOPMOHOB Ha CEKPELIMIO NPONIaKTHHA).

Pocm u pazeumue: y petveii nabniogaerca 3agepkka pocra. Onudu-
3apHbI€ 30HKI POCTA OCTAIOTCA OTKPHITHIMH (00yciosnenssie geduuuTom T,
T, , CTI).

OGMmen 6ertecme u IHep2uu: HabNOAAETCA THIOTEPMHA, 3aMELTEHHE
pacraja JMIIONpOTEHNOB (CHMXKAETCS AaKTHBHOCTh JMIONPOTEHIMEHa3kl),
TIPHBOAALLEE K THMEPIMUITONPOTEHAEMHH C NOBBIIIEHHEM YPOBHS XONECTEPH-
Ha ¥ TpUrnMuepnaos. Kak cnenctere 060cTpatoTcs HacneACTBEHHbIE AUCITH-
nonporenaeMHH. TIpH CHHXKEHHOM anneTHTe OTMewaercs mpubaBKa B Bece
(oXHpeHHe HexapaKTepHO).

lumosudnan sceneza: ysenvueH’e UIMTOBUIHOI xene3bl y netef
MJIaAilEro BO3pacTa ¢ rHMNOTHPEO30M YKA3bIBAET Ha HapynreHHe CHHTe3a T4 u
Ts. 306 y B3pocnbIx GONBHBEIX C HIIOTHPEO30OM BbI3BAH XPOHHUECKHM JIHM-
doUMTAPHEIM THPEOHANUTOM.

JAuarnocTuka

1. O6utne ceeneHns

1. Onpeoenrnemen obwuii T,, ceobodnsiii T, (pacuetHblii cBOGOAHEIH
T,) u TTIT B cbiBOpOTKE.

2. TTT. Ecnu npu svopmansHoM obmem T, 6asanbkbiii yposews TTT y
BepXxHel rpaHHLubt Hopmbl (4-10 ME/n) - 310 yKa3biBaeT Ha CHHIKEHUE CEKpe-
TOPHOTO pesepBa WUTOBHAHOM kene3bl. TTT pasubiii 10-20 ME/n cBune-
TeNbCTBYET O Gonee Taxenoi AucyHKUMH MHTOBMAHOH KeNe3bl AaKe Npu
HOpManbHOM 061em Ty,

Ecnu yposeus TTI 6onbwe 20 ME/n, a o6mmit Ty HopManbHbIH wimH
NOHHXKEH ~ BBICTABIIACTCA AUArHO3 MIEPBUYHOrO MMIOTHPEO3a.

VYpoeenr TTI' Gosee 4yBCTBUTENBHBIN NOKA3aTeNb NMpPU ITOCTEHOBKE
IHarHo3a runoTupeosa, yeM obwuii T,

IL. InddepenunanbHas AHATHOCTHKA MEPBHYHOTO M BTOPHYHOIO
THIOTHPE03a

1. s emopuunozo zunomupeosa xapakrepHo Hapyuienue GynKuyuu
adenozunousa unu zunomanamyca. Kax ciencrsue - 0TMEHaeTCs CHHKe-
Hue xoHUeHTpaunu U T, u TIT. Ilpu 3aGonesanuax runoraiamyca WiH B
Ipyrux Cliyqasx Moxer Habmogarscs HopManbHeli yposeHs TTI B coyera-
HHU CO CHHXKEHHEM ero rOPMOHANBHOH axTHBHocTH. B atHX ciyvasx KT u
MPT noMoraior BeIsBUTh H3MEHEHHs rHIIodH3a (HapHUmep, OImyXodb).

39



Yeenuuenue pasmepoe mypeukozo cedna MOXet GbITb BHIABICHO U

Npy MEPBHYHOM TUNIOTHPEO3e, €TO Pa3sMephl HOPMANH3YIOTCA NP JCYEHHH
THPEOHIHBIMU I'OPMOHAMH.

2. IIpo6a muponubepunom

a) npu NEPEUHHOM 2UNOMUPEo3e CEKPETOpHas peaxUHs aleHOTHIo-
¢u3a Ha THponHMOEpHH He HapylleHa M TIPONoplUHOHanbHa 6a3zanbHON KOH-
uentpauuu TTT. CaenoparefbHO, HET HEOOXOAMMOCTH MPOBOINTE Mpoby y
JMLL ¢ BLICOKHM 6asaneHeIM ypoBHeM TTT M KIHHHYECKHMH MpPH3HAKAMHK 3a-
6onesaHus.

JlnarHo3 runoTHpeo3a NOATBEPKAAETCA MOCIIE NOSOKHTENLHON MPOOHI
Y JIMLL C HECKOJIBKO MOBBILIEHHON WIH HOPMaJIbHOM (BEPXHAA rpaHULIa HOp-
Mot) DazaneHoM KoHuenTpauued TTT.

6) npu emopuyunom zunomupeo3e, CBA3aRHOM ¢ 3360/1eBaHHEM THIIO-
¢bwu3a, peakuus Ha THPOTHOEPHH OTCYTCTBYET HAH CHBLHO CHHKEHA.

Ecmu npupoct TTT nocae npo6bl ¢ THponHGEpHHOM HOPMANBHBIH, 2
yposenb TTT moctiraeT MakCHMyMa, yepe3s 60 MUHYT # Gonee (Hopma no 30
MHHYT), MOXHO MPEATNON0KHTD BTOPUUHBIH MMIOTHPEO3 THNOTANAMHIECKOH
INMpUPOAbLL.

3. Kpumepuu emopuunozo zunomupeosa

a) o6bwuii T, Ha HUXKHe#H rpaHuIle HOPMBI HAH HHXKE HOPMBI

6) 3a6onesanne [HTHC

B) KJIHHHYECKHE MPHU3HAKH FHIIOTHPE3a

r) HU3Kuii GaszanbHblil yposens TTI

OcHoBHbI€e YTanbl AHATHOCTHKH THPEOTOKCHKO032

Anamue3. TlonbiTaTbcs BBBICHHTH HanMdve Haubonee XapaKTepHbIX
ISl TUNIOTHPEo3a *anod Ha obumyio cnabocTh, BANOCTL, COHIMBOCTD, OTEU-
HOCTb, B MEPBYIO OYepeab B OONACTH JIHHR, BHIMIAKEHHE BOJIOC, CYXOCTh KO-
KH, CHHKEHHE MAaMATH, METHTENBHOCTS, 3aMKHYTOCTh, CHHXKEHHE HHTEpe-
COB, H3MEHeHHe ronoca (curnblif), 3anop. Hepemxo orMeuatorcs 6onb B 06-
NacTH CEpALA, rojioBHas 60nb, CHIKEHNE NOTEHIMH, HApYIICHHA MEHCTpY-
afIbHOrO LMKIIA. :

BaisicHHTE AMHaMUKY 3a0oneBaHusA, €ro nepBble CHMITTOMbl H TIOCIHE-
JOBATENBHOCTE Pa3BUTHA, dddexTHBHOCTS npoBoaMMoro nedeHus. Heobxo-
I¥MO Y4YHTBIBATh, YTO FHMOTHPEO3Y Yallle MpemuecTByeT HHpexuus, crpy-
M3IKTOMMs, palMoHoATepanus, H3OHITOHYHOE MPHMEHEHHE AHTHTHPEOHIHBIX
npenapaToB. MHOrAa npHuMHy 3a6ojeBaHUA YCTAHOBMTL TPYAHO. Y aereit
TMIOTHPEO3 Pa3BMBAETCA BCICACTBHE BPOXKICHHOTO HapyIieHHA OHocHHTe3a
THPEOMIHBIX TOPMOHOB, PONOBOH TpaBMbI, HHGEKIMH, HACHEACTBEHHOM
npeapacionoxkeHHocTH. [Ipy 3ToM BaXHO MOAPOGHO BHIACHUTL XapaKTep Te-
4yeHHs 3aboeBaHus, TPHUHHBL €r0 00OCTPEHHA, OLIEHHTD Pe3yJbTaThl HCCIIe-
noBaHuil QYHKUMM HIATOBHUAHOM >Kenesbl, YTOYHHTh BpeMA YCTAHOBJICHHA
IuarHosa, 3¢$eKTHBHOCTD IEYSHUs THPEOHAHbIMH Npenaparamu. Ilpu BobI-
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ACHEHHH aHAMHEe3a XXH3HY YTOYHAETCA TeYeHHe POIJOB U OCOBEHHO pasBHTHA
pebeHka.

V B3pocaoro nauveHTta y-rqumo-r XapaKTep BbINOJAHAEMO# paboThl, ee
BAMAHME Ha TeyeHHe 3aboneBaHus. CobMpalOT CBEZEHUS O MepeHeCEeHHBIX
3ab0oneBaHuAX, HAUTHYHU HacNeACTBEHHON MpeapacroNoKeHHOCTH k 3abone-
BaHHAM LIUTOBHUAHOM HKEJE3BL.

Ob6vexmuensie oannsie: OO6pawmiaeTcl BHHUMAHHME Ha 3aTOPMOXKEH-
HoOCTh, 6e3paznnune GOMBHBIX, HU3KUI W CUIUTBIH rosioc, OAYT/IOBATOE JAULO,
MIAOTHY!O, ONneaHyro, CyXylo, Leaylualyrocs, OTeYHYI0, He cobuparowytocs
B CKJTAfIKH KOXY C BOCKOBHIHBIM, MP@MODHBIM OTTEHKOM, CHHXKEHUE TeMIle-
paTypbi Tena, TOMKOCTb M BbIfTaficHHE BONOC, NIOMKOCTh HOrTEH, U30bITOY-
HYIO Macc Tena, 0COGEHHOCTH OTIOKEHHSA NMOAKOKHOHR KHUPOBOH KJIETYATKH.

Tpu uccnepoBaHuy GYHKLUHH OpraHoB KpoBooOpatteHus oGHapyXu-
BaloTcA OGpaaukapius, CMEIleHHe rPaHHLl OTHOCUTENBHOIN CepaeyHOl TyNo-
cTH, ocnabiieHne cepevHOro TOMHKA ¥ 3BYYHOCTH TOHOB Cepiua, HepPeaKo
CHIDKEHUE apTepHanbHOro NaBNEeHHA.

Hapyuwenne dbyHkuMu OpraHos AbIXaHHA MPH FHIOTHpeO3e 3aKiiova-
IOTCA B 3aTPYRHEHHOM HOCOBOM AbIXaHHMH, ABMEHHUAX Ba3OMOTOPHOIrO PHHH-
Ta, CKTOHHOCTH K OCTPBIM PECNHUPATOPHBLIM 3a00sIeBaHHUAM, OCKIUIOCTH FOI0-
ca.

Tpu vccnegoBaHny GYHKUNHY NHILEBAPHTENLHON CUCTEMBI MOXHO OT-
METUTE CHWKEHHME AMNMETHTA, AMCTIENCHYECKHE ABICHHA, METEOPH3M, 3anop,
nHora 6onb B HanupeBHOH o6nactu, npasom noapebepoe.

Tlpy nccnepoBaHuH HEPBHOW CHCTEMBl Y HEKOTOPBIX GOALHBIX THIO-
THPEO3OM OTMEYAIOTCH CHH)KEHWE HHTEMIEKTa, 3aMe[UleHre pevl, aHeMmus,
Cy’XeHWe rNasHblX luened, NMTO3, MOABJACHHE MATONOrHYeckux pednexcos,
anu3opediekcus.

Hononnumensusvie uccnedoeanun. Y OONBHBIX THMNOTHPEO3OM Ha-
61101a10TCS HOPMOXPOMHSA, AHEMHUA C HE3HAYHTENBHBIM AHH30- U NOAKHIIO-
LIUTO30M, TUMEPXONECTEPHHEMHA UM HHCAMMONPOTEHHEMHUA, FHNOAILOYMH-
HeMUs, rurepraMmarnoOynyHeMus, runokanvemus. Coeunduyeckumu ans
3TOro 3aGoseBaHNs ABJIAIOTCS CHHMKCHHE YPOBHS B KPOBH OGLEro THPOKCHHa
¥ TPpUHHOATHPOHHHA, HAKONJICHHE IHTOBHAHONW kene3ol pagHOaKTHBHOIrO
fionla, NOBBIIIEHHE THTPA aHTHTEN K TUPEOHIHBIM aHTHI‘eHaM, YBeHUEHHE
BpEMEHH axHJLNIOBOro pedJiekca.

Pemaroniee 3HaueHHe A1 JHAHOCTHKM FHNOTHPEO3a CPeay AONONHU-
TENBHEIX METOOB UCCIECIOBAHMA HMEKT onpenelicHue GyHKUHY LMTOBUA-
HO# JKelnesbl, MUMUAHOro oOMeHa, BpeMeHH axuinoBoro peduexca. O6s3a-
TENBHBIM NPY FHNOTUPEO3e ABNAESTCA MPOBENCHHE JEKTPOKApAHOrpaduUn.

OxHako B KIMHUKE WHOTKA HAORIOJACTCa aTHIMUYHOE Te4eHHe MMIOTH-
peo3a, KOTOpOe MPOABJIASTCA aHEMHEH, apTpanruei, kapauanrHed, MHaIry-
eii, oTedHOCTBhIO. B Takux ciyyasx NoMHUMO OCMOTpa 3HIOKPUHOJNOIOM He-
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06x0aHUMbl KOHCYJIBTALIMH TeMaToJIora, peBMaTosora, Hegponora, KapaHoso-
ra, HeBpOnaToJiora.

OnpenesneHHbIE TPYAHOCTH BbI3BIBACT AHArHOCTHKA BPOXIAEHHOTO I'-
noTupeo3a. 3aece Heobxonumo oOpaTHTL BHUMaHHE Ha OTCTaBaHHe pebeHka
B YMCTBEHHOM U (H3U4IECKOM Pa3BUTHH, 3aMeIJICHHOE 3aKPbITHE POAHUYKOB
W npope3eiBaHHe 3yGoB, HEOCTATOUHYIO MOABHIKHOCTb pebeHka, caabyio pe-
aKUHMIO Ha OKPYXKaIOUIee, OTEYHOCTD IHLIA H BCErO TY/OBHILA, BBIPDKEHHYIO
CYXOCTb KOXKH, paciHpeHue TpaHuil cepiua, GpaaHKapauio, THMNOTOHHIO,
B3IyTHE KHBOTA.

IMocne obcnenoBaHUs ONpeNeNAETCH CIMENneHd MANCECMU Zunomupe-
03a (nezkan, cpednan, macenan). Illpu nezxoit popme reyenns zabonepa-
Hus HaGnIoAaeTcs 3aTOPMOXKEHHOCTD, CHHXKEHHE [TaMATH, OTEYHOCTb, 6paau-
kapaus. OcHoBHO# 06MeH nmoHwxkeH (10 — 15%), KOHUCHTpauMs B KPOBH TH-
POKCHHA H TPMHOATHPOHHHA CHHXKEHA.

V nauMeHTOB cO cpedHemAaNcenoii popmoit TedeHna 3abonepaHna Ha-
GnioparoTcs anatHs, OTEYHOCTb, Opaaukapausa, CMeElleHHe rpaHHLl OTHOCH-
TenbHOM cepaeyHoi TYNocTH. OCHOBHO#H 0OMeH nonnxeH (20 — 40 %). Ypo-
BeHb THPOKCHHA B KPOBH TaK)Xke MOHHXKEH. BO/IbHbIE HYXKIAIOTCA B CMELH-
aNbHOM TPYAOYCTPOHCTBE WK NEPEeBOAE HA HHBATHAHOCTS.

Tancenan ¢opma FHNOTHPEO33 XAPAKTEPH3YETCA BLIPAKCHHOCTHIO
BCEX OCHOBHbIX CHMITOMOB 3a6osieBaHHA, 3HaYMTENbHOH Opaaukapauei,
CMElLIEeHHEM IpaHUU OTHOCHTENbHOH Cepae4yHOH TYNOCTH, HeAOCTATOYHO-
cThio KpoBooGpatteHus. OCHOBHOM 0OMeH noHuxeH (40 — 60 %). YposeHs
THPOKCHHE B KPOBH 3HAUHTENBHO CHHIKEH.

INocne ycraHoBneHus AWArHO3a FHIIOTHPEO3a CERYET B NEPBYIO OHE-
pPeab PCIUUTE BOMNPOC O MPHYHHE €ro pasBUTHA, JIOKANIM3AUHH NEPBHUHOrO
npouecca (MepBHYHBIA, BTOPHUHBIH HJIH TPETHUHBINA MTHNOTHPEO3).

Juppepenyupyrom zunomupeos ¢ rioMepynoHeppuTOM, aHeMHUeid,
aTepocCKIIepo30OM MO3rOBBIX H BEHE4YHBIX COCYHOB, 3HUedanuToM. Y neteit
rUnoTHpeos cneayer aupdepeHuHpoBaTs C paxHTOM, 6onesHbio JlayHa, pa3-
JNMYHBIMH QopMaMH HaHH3MA (KapANKOBOCTH).

I11. IlocTaHOBKA AMArHO3a FHNOTHPE03a Y G0JLHbIX, MOAYyYaI0MHX
THPEOHIHbIE FOPMOHDI

Yacto 60sBHbIE MOMY4aIOT THPEOHAHBIE FOPMOHBI [IPH OLIMOGOYHO Bbi-
CTaBJI€HHOM AHArHO3€ rHNOTHPEO3a.

Ilpusunsl HenpasunbHOl OUAZHOCMUKU ZUnOmUpeo3a: OCHOBHOE
BHMMaHHe NpH cOope aHaMHe3a yeneHo xanobaM, a He OO BEKTHBHLIM MOKa-
3aTeNsM; OTCYTCTBUE NaGopaTOPHBIX UCCIeNOBAHMH, NOATBEPKAAIOWINX IH-
arHo3 rUNOTHpPeo3a.

Taxmuxa epaua 8 ciayuae OWRBOUHO GbICMMAGNEHHOZ0 OUAZHO3A:
MpeKpalieHde Ha BpeMs NpHeMa THPEOWAHBIX MOPMOHOB H Mocjeaymlolnee
onpepeneHue ypoeus T, u TTI (auddepeHUHpyeT 3yTHPEO3 H MePBHYHBIH
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PHITOTHPEO3); IEBOTHPOKCHH U THPOMJ OTMEHAIOT 3a 5 Henens JO HCCIeNo-
BaHH; MHOTHPOHHH MPEKPALIAIOT NPHHUAMATH 3a 10 cyTok

Ecnu Bpay cuMTaeT, YTO LNHTEIbHAA OTMEHA 3aMECTHTENILHON [OpMO-
HaIbHOH TepanuH HexenarenbHa (GonbHOH momydaet npenapatsl T,), peko-
MenzgyeTcd 3a | Mecsau 0 OTMeHb! llepeBecTH GonbHOro Ha npenapartsl Ts.

1V, [IceBaodyHKLMA IIHTOBHIHOM KeJe3bl

1. Ts. lpH TsXKeAbIX HETUPEOUIHBIX 3a00NEBAHUAX CHIKAKOTCA YPOB-
HH obuero W ceobGomHoro T3 M3-3a nonaeieHHs nepudepuueckoro S5-
moHonedoaupoBaius T, (Cone3HH meueHH, ypeMis, ToKeinble WHQEKLHH,
KA, roogaHne, 0XKOrH, XMpYpruieckue BMEIaTeIbCTBa U Ap. ).

2. T4 Tlpu TAXEnsIX COCTOAHUAX GONBHOrO MOXET CHHXKATHCA YpO-
BeHb o61wero T4 Mpy HOPMABHOM UM HYTh CHHXKEHHOM YpOBHE CBOOOAHOrO
Ts. basaneHsiit ypoBeHs TTT He H3MeHseTcd. DTO pacLEHUBAETCS Kak nepe-
XONALUHMA BTOPUYHBIH MMNOTHPEo3 (KaK ajafnTHBHAs peakUMA HAa YCHJIEHHE
xarabosnusma). IIpu BeI3AOpoBAeHuHd ypoBeHb TTI nossimaerca (6onee 10-
20 ME/n), a ypoBu# T3 # T4 HOPMATH3YIOTCA.

Jledyenne

I. JlexapcTBeHHbie npenapaTtsl

1. JleBoTHpoKcuN - cUHTeTHUeckHil T, (HarpueBas cojib TUPOKCHHA).
JleBOTHpOKCHH - cpeACcTBO BhIGOpa /Ul 3aMECTHTENBHON FOPMOHOTEPAINHH,
noagepxuaer crabuistble ypoBuu T, u Ts. BeaceiBaercs B JKKT 70% nipe-
napara.

2. THpou - SKCTPAKT NeOPHAN3HPOBAHHBIX [IHTOBHAHBIX KENE3 CBY-
Hell ¥ KpYMHOro poraToro CKOTa, CTRHAZPTH3UPOBAH MO COACPAKAHHIO Hoaa.
Cootnoutenve Ty/T; B npenapare 4:1. Tupoun B 1000 pa3 cnabee no ¢pyHk-
UHOHANLHOHW aKTMBHOCTH JIEBOTHPOKCHHA (1 Mr THpouma = 1 MKr siepou-
POKCHHa).

3. JimorHpouuH- cuHTeTHveckn#i T;, He npumensercs Wi MIHTEIb-
HOH Tepanuu (IIpHMEHAETCA Ul KOPOTKOro Kypca npy HeobxoaumocTs Obl-
CTPO OTMEHHUTD JIEYEHHE HA KOPOTKHII CPOK, WiIH B AUArHOCTHYECKHX NENAX).
BcaceiBaerca B JKKT Ha 90%.

4. KoMOHHEpOBaHHbIE NPCNAPATht THPEOHAHBIX TOPMOHOB (IHOT-
pHKc) - copepxar cunteTiueckue Ty u T;, yunThisatorT npespamenune Ty B
T, cooTHoweHue T4/ T3 4:1, RO3UPOBKH pasHbie, NPHMEHAIOTCA PENKO.

Ilpu neyeHuH JHN MOJNIOROro BO3PacTa NOMHBIA 3PEKT OT NCYCHHUA
MOXHO OXKHAaTh uepe3 2-3 mecana. CraHaapTHad 3aMelnalonias Ao3a JieBo-
THPOKCHHA - 2-2,5 MKI/KI/CyT BHYTpb. JPPEKTHBHOCTD SICUCHHA OLEHHBAIOT
MO KAHHMKe, koHueHTpauuH obmero Ty u T; v 6azansroro yposus TIT B
CLIBOPOTKE.

O6mmii T, HopManu3yeTca yxe 4Yepe3 HECKonbko cyrok, obmmi T; -
yepe3 2-4 Hepemu, a TTT cHmxaerca depes 6-8 Heaens. Ecnu storo He npo-
HCXOMHT, N03y YBENUYMBAIOT Ha 12-25 MKT Kaxabie 2-4 HElENH KO yny4le-
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HMA COCTOAHMA GOILHOrO, HCYE3HOBEHHA KIIHHHKH FHIIOTHPE03a M HOPMATH-
sanuun Ty w TTT.

II. CkpbIThIii FTHNOTHPEO3 - COCTOAHME IIPH KOTOPOM YETKHE KIHHH-
4ecKHe NPOABICHHA OTCYTCTBYIOT, Kanobh HeonpeaAeleHHbl, YPOBEHL 00ie-
ro T, u ceo6oasoro T, - HopmanbHEIE, a 6a3anbHbii yporeHs TTTT HaxoamT-
ca B npeaenax 5-20 ME/x.

IMpy HaMMYUKM rUNEPXONECTEPHHEMMH HAZHAYAIOT NEBOTUPOKCHH, HHO-
ra npenapaT HalHayaeTcs MW MPH OTCYTCTBHM TIOCHeAHel ana npoGHoro
Kypca feueHus (B pacuere Ha yiydileHHe cocrosuua Gomshoro). Huoraa
BpayH OrpaHUYHBalOTCA HabmogeHHeM 3a OGONBHBIM M HA3HAYAIOT NCYCHHE
NP NOABJMEHUH KIIMHUYECKUX U 1ab0opaTOpHBIX NTPH3HAKOR FHNOTHPEO3a.

III. F'unoTHpeoHaANas KOMA - KOHEUYHAs CTAAMA HENEUEHHOro CHIIo-
THpeo3a.

Knnuuka: runorepMus, 6pagikapans, aprepyanbHas HOOTOHMA, TH-
NepKanHus, CIU3UCTBIC OTEKH NMUAa M KOHeWHocTell (MuKcedeMa), H3MEHe-
HHe KOXH, cuMniToMbl MopaxkeHus [JHC (cmyTaHHOCTL CO3HaHHsA, 3aTOPMO-
XKEHHOCTb, CTYNOp WIH koma). Moxer HabmomaTscsa 3aaepikKa MOYM HIIH
JUHaMUYecKas KHLIeYHas HEMpOXOIHMOCTb.

[unotupeonaHas koMa MOXET pa3BuTbCA npu Moboi popme rMNoOTH-
peosa.

[1poBOLMPYIOT pa3BHTHE KOMb! HH(DEKLMK, IPHEM TPAHKBHAH3ATOPOB,
fiepeoxJlak IeHKe, TPaBMa, KPOBOMOTEPS, THIIOKCHA, THMNOFIHKEMHUA.

Jlna okasaHMs SKCTPEHHO! MOMOLLK 3a yac #HeobX0AWMO BBECTH A03Y
JIEBOTUPOKCHHA, COOTBETCTBYIOLLYIO NMOJOBHHE HOPMAIBLHOTO CONEPHKAHUA
Ts 8 kposu ( S00 MKr neBoTHpOXCUHA BHYTpuBeHHO). Hanee sBoasT no 100
MKI/CyT BHYTPHBEHHO 1 Jieyar COMYTCTBYlIomee 3a00eBaHue.

Ipu sTOpHYHOM rumoTupeose wnu AIITC tana 11 neyenne HauHHAKOT
C BBENEHUA THAPOKOPTH30OHA HaTpua cynuimHara (50-100 ME BHyTpHBEHHO
crpyiio ao 200 ME/cyT), Tak Kak JICBOTHPOKCHH MOXET BbI3BaTb OCTPYIO
HAMOUYEHHYIO HEAOCTATOYHOCTE.

I'unoTupeos y HOBOPOXKACHHBIX

Ins pasprtua ITHC Bo BHYTpHYTpO6HOM NepHOe H B NepBbie TPH ro-
1ia XH3HH THPCOMAHBIE FOPMOHK abconioTHo HeobxoauMel. Mx aepuuuT BbI-
3BIBAET 3AJEPKKY MCHXHYECKOrO Pa3BHTHA M HEBPOJNOTHUECKOro Hampsoke-
HHA. '

YacToTa runorupeosa y HOBOPOXKAECHHHWX coctasiser 1:4000 (B 2-3
pasa vaine, YeM PeHWIKSTOHYPHA).

DuU3NOoNOrus NIATOBHAHOM XKee3nl IIoxa

3auarok WMTOBMAHOM Xeje3nl BOZHHKAET Ha 3-4 Hemene GepeMeHHO-
cti. Xenesa naunmnaer $pyHKuMoHHpoBaTh Ha 8-oif Helene GEpEMEHHOCTH
(nosenaerca THpeornodynuH B chiBopoTke noxa). Ha 10-oii Hepene muro-
BUIHAA JKefelda crnocoOHa 3axBareiBars oA, K 12-oif meaene HaumHaercs
CeKpeuMa THPEOHIHBIX FOPMOHOB H 3aNacaHHe KOJLIOHA0B B GOITHKYRax.



K 36-ii Henene koHueHTpalma obinero u ceoboaxoro T, u cBobonHoro
T3 ZOCTHUTAIOT YPOBHEH B3pOCHBIX.

Bo Bpems 6epemenHocTH A0 50% THpEOMAHBIX FOPMOHOB Yy NAOA2
NpeJCTaBleHO MaTEPHHCKMMM FOPMOHAMH, MPOIEIMMH YEpe3 NJalleHTy.
MarepHrHCKHEe rOpMOHbI 3aMIIAIOT TLIOA, OT FTHIIOTHPE03a 10 POAOB, XOTA HE
obecnieunBalOT HOPMATBHYIO KOHUEHTpauMio T4 B KpOBM rnoaa.

Ilpu Hanuyuu runoTupeosa y OepemMeHHbIX eHIMH (GepemeHHOCTD
pa3BuBaetcs B 0,3%) yarie GpiBacT CaMONpPOH3BONBHLIH Beiknabi (50%), a
NpH 3aMECTUTENHLHOM JIEYEHHUH JICBOTHPOXCHHOM OGEpeMEHHOCTh COXpaHAeT-
cA, HO y pebeHKa MOXeT HabMOAaThCA 3aePHKKa ICHXHYECKOTO Pa3BUTHA.

I'mnoTupeos y nioaa MOXeT ObiTh CBA3AH C areHe3rel Win AUCreHe3H-
ell WMTOBMAHOM >enesbl, HACACACTBEHHEIMH NedeKTaMH CHHTE3a TUPEOHA-
HbIX TOPMOHOB, ayTOMMMYHHbIMH 3260JI€BaHMAMH IMHTOBHAHON Kenesw Y
MaTepH, JIEYEHHEM Y Hee THPEOTOKCUKOo3a. I'MnoTHpeo3 nokasniBaeTcsa onpe-
neneHueM y mioaa TTT, Ty unu T3 B MynOBHHHOMN KPOBH, a JIEUUTCA HHBEK-
LIMSMH JIEBOTHPOKCHHA B aMHHOTHYECKY1O nofocTh (250-500 Mr 8 Hezenio).

DU310NOrus WKHTOBHAHOH 2kKejle3bl HOBOPOKACHHOTO

B nepuone HOBOPOXAEHHOCTH koHueHTpauua TTI B criBopoTke Me-
naerca (ot 80 ME/n uepes 30 MuHyT nocae ponoe ao 10 ME/n k koHuy nep-
BOH Hemenw xu3Hu). ITapannensno nossimiennio TTT yBenuuuBaiotca, a 3a-
TeM CHMXaKTCa ypoBHH obiero T, u obuero Ts.

TlocieACTBMEM BPOXKACHHOTO FHMNOTHPEO3a ABJIACTCA 3aA€PXKKA fiCH-
XHYECKOro pasBUTHA. YeMm paHbine BbIABICH FHNOTHPEO3, TEM Jyqiie npo-
rHo3 (fevyeHue JOMKHO ObITE HaYaToO B MepBbie TPH Mecaua ku3nn). Kpome
TOro, MOXKET HabJI0AaTbCA aTAKCHA, HapYIIEHWe KOOPAMHALMM, MbIILICHHAsA
TUIIOTOHMA, HENOBKOCTL MOXOAKH, HEHPOCEHCOPHAaA TYroyXoCTb, KOCOTna-
3ue.

IIporpaMMbl NPOdHIAKTHKH THIOTHPEO3a

Bapuanmpoi:

1. "Hepevtit sman - T,; emopoit sman - TTI'" cyxas npobGa Ha
dunpTpanuto (nMpn cHyxeHud Ha 10-20% T, - onpenensior TTT). Jror Ba-
PHAHT He OWArHOCTHpyeT MEepBUYHBIA KOMNEHCHpoBaHHBIA runoTHpeos (T,
obwmii = N, TTI ysenuuusaercs).

2. "Toavko TTI'" (BuiABNAETCA KOMIIEHCHPOBAHHDBIA THIIOTHPEO3).

3. Hoemopnoe onpeoenenue T, u TTI B pasHoe BpeMa NoCie poXxie-
HUs. .

Ilpu o6cnenoBaHuu clepyeT y4ecTb, YTO y HENOHOWEHHBIX AeTeil ( ux
OKONO 5%) MOXeT ObITh HU3KUI ypoBeHb 06wwero T, npu HopMansHom TTT,
410 06YCIOBIHBACTCS HE3PENOCTHIO IUITOTANAMO-THIOPH3APHO-THPEOHIHON
CUCTEMbI H APYFMMH NMPU3HAKAMHU.

nuaeMHONOrns

YacroTa runotupeosa 1:4000.
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Jrsonoras

Smuonozun epoxcdennozo zunomupeosa.

Hepeuunsiio zunomupeos:

JlucreHesus INHTOBMIHOM xene3bl. Amnasus. [unomnasus. Jxronuye-
ckanA WwMTOBMAHAA xkene3a. HapymieHne cCHHTE3a, cekpeumu Win nepudepu-
4eCcKOro Metabonm3Ma THPEOHAHBIX ropMoHOB. JleueHue Martepu paaHoak-
THBHbIM Hopom. Hedpornueckuit cunapom. Ilepexonawmii nepBuyHbii ru-
noTtupeos: [IpHMeHeHHEe AHTHTHPEOHAHBIX NIEKAPCTBEHHLIX CPEACTB ANA Jjie-
YeHHA THPEOTOKCHKo3a y Matep. Hdeduumt iioma y marepu. Bosaeilicreue
u36biTKa Hoga Ha mNoA HAH HOBOpoxAeHHoro. TpaHcnnaueHTapHBI Tiepe-
HOC MAaTEePHHCKHMX THPEOONOKHPYIOMHX aHTHTEIL.

Bmopuunsii 2zunomupeos. Ylopoku pa3sBUTHA roJOBHOTO MO3ra W 4e-
pena. Pa3psiB HoXku runodu3a npy poaosoil TpaBMe unn achuxcuu. Bpox-
AeHHas aniasva runogmnsa. Ipexoaswuit BTOpHYHbIR rUNOTHPEO3.

KnuHuvyeckuii guaruo3

INo KNUHUYECKHM MPH3HAKaM, 6e3 ofnpenencHHs ypoBHA TOPMOHOB AH-
arHo3 BLICTAB/IAETCA TONLKO B 5% cny4aes.

Ecnu sBHbIE CHMHTOMBI OTMEYAlOTCA Ha MEPBOH HeAese XHU3HH, TO
MOXHO FMPCANONOKUTE TOKENbIH W APOACIKHTENLHBIA BHYTPHYTPOOHDIH
rUNOTUPEO3.

Y HOBOPOXAEHHBIX POCT H BeC MPH POXKAECHHH, KaK MPaBMIO, HOP-
ManbHEle, a KOCTHBIA BO3PAcT OTCTAeT OT facnopTHoro. Tpy npoLieHTa AeTei
POXAAIOTCA NepeHOLUEHHBIMHU,

CuMNTOMDBI

CHUXeHHe anneTuTa, peskuit miay, Xpuniblii ronoc, COHIUBOCTD, 3a-
Nopel, FHIIOTEPMHKS.

HemHorve HoBOpoOXIeHHBIE C TMIOTHPEO3OM WMEIOT XapaKTepHbIi
BHeWHMH BHA: OZYTIOBATOE JIULO, CIU3UCTHIE OTEKH, MIOCcKas UK Brianas
NMepeHoCHLa, THUNEepPTEeNOPH3M, YBE/IHUEHHE POAHHYKOB, pacx0XIeHHe LLUBOB
yeperia, MaKporjoccHs, MynoyHas rpbhxa, Cyxas, XOJd0NHad, MpaMOpHas Ko-
Ka, Kenryxa (npamas W Henpsamas runepOounupybuHeMus); MblleYyHast I'h-
MOTOHHSA, 3aMEICHHE CYXOXKHIIbHBIX pedIieKcoB, rajgaktopes. 3ajepikka
pocTa 3aMeTHa yxe B 3-0 MecsiLeB B COYETaHWW C HEBPOJIOrHYECKOH CHM-
NTOMAaTHKOM.

ITpy BTOpHYHOM rHIIOTHpEO3€ KIHHUKA MEHee BhipakeHHad. Ho npu
NOpOKax pasBMTHA JIMLIEBOro 4Yepena (pacluennHs! rybut M HeHa), HHCTarMe,
npHadakax aeuumra Apyrux ageHOrunodu3apHbIX rOPMOHOB {THIIOMHKE-
MU, THIIONEHNUS, THIIONIA3Ks MOLUOHKH) - ClleAyeT 3arnoJo3pHTh BTOPHYHBII
rMMOTUPEOSs.

BpoxaeHHbIA rHIOTHPEO3 COYETAETCA ¢ NOPOKAaMH cepaua, CUHAPO-
MoM [layHa, Tpucomueit nmo 18-# XpoMocome. Co cTopoHb! cepaedHO-
cocyaucTod cucremnl u ITHC orMeuaercs Gpanukapaus, yMeHbILIEHHE aM-
nnuTyasl komrnekcos QRS, mpu Y3U MHorma Haxopar nepukapIuaibHBIH
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BBIMOT, YBE/IMYEHHE MIHTEJBHOCTH MIEPHOJA M3THAHHA M3 JIEBOFO XKelyHo4-
ka. Ha OKI' - nuddysHoe 3aMmenneHue puTMma, CHHKEHHE €r0 aMILTHTY/IBL
YuHeHue nepHo/ia BHI3BAHHBIX 3PHTEIBHBIX H CYXOBbIX MOTEHLUHAIOB.
JlaGopaTropHas H HHCTPYMEHTAJIbLHAA AHATHOCTHKA BPOXKACHHOrO
THNOTHPE03a
v O6s3aTeNnbHble UCCNEIOBAHMUA:
Onpenenenne cBoGoanoro T, unm pacuersoro csoGoaHoro T4 B CHIBO-
POTKE HOBOPOXAEHHOIO
Onpegenenne TTT 8 cbIBOPOTKE HOBOPOXKAEHHOrO
v BenoMoratenbHble HCCNEAOBAHUS:
[ToraomeHne panMoakTHBHOrO Hoja IMMTOBUIHOMR JKee30H WM CLIMH-
THrpagus xenesbl
VY3U wmToBHAHOH XKenespl
OnpepeneHne THPeOONOKMPYIOLIMX AHTHUTEN B CHIBOPOTKE MaTepH H
HOBOPOXAECHHOTO
OnpeneneHne ypoBHs THpeorsoOy/iMHa B CHIBOPOTKE HOBOPOXKAECHHO-
ro
PeHTreHorpadus KoneHHbIX CYCTAaBOB H CTON IJIS OMPENeNeHHA KOCT-
HOro BO3pacra.
Jleuenue
1. BeicTpee NOBLICUTL YpoBeHb T4 40 HOPMAIBHOrO (YMEHBbLICHHE OC-
JIOXHEHUH co cTopoHbl LIHC).
IMoanepxkate HopmanbHbiii ypoBenb T, (obecneuuTs HOPMANbHBIHA
POCT U NCHXHYECKOE pa3BHTHE pebeHka).
Vposeur T, cnenyer noaaepxusars OMHXKe K BepxHEil rpaHHie HoOp-
mel. Tlpy HauansHoii nose 10-14 Mkr/kr/cyr yposeHs obuero T, HopManu3y-
erca depes Helemo. JleueHHMe HAMHHAIOT HE AOKHAAACH pe3yNbTaToB Nabo-
paTopHoro uccneaoBaHus. [IpUMEHAIOT TONBKO TabMeTKH TEBOTHPOKCHHA.
Beaenue nereii ¢ BpoKACHHBIM FHNOYHPEO3IOM
v Knuxudeckoe u nafopatopHoe ofcinenosanne (pocT, pa3BHTHe
UHC, ncuxuueckoe passutue, TTT, o6mmii H cBoGoaHwit T,) qe-
pe3 1-4 Hezenu mocne Havana JieueHHA, Kokape 1-2 mecaua B Te-
4YeHHE MEPBOro roja, Kaxable 2-3 Mecsla B TEYEHHE BTOPOrO H
TpeTbero roaa

v Uens o6cnenoBanus M Ie4eHHs: NOANEPXKATh ypoBeHb obwmero T, B
CHIBOpOTKE, mopaepxkars ypoeeHb TII B chiBopoTke MeHbine 10
ME/n, He nomyckas noplineHns ypoBHi obuero T4 H THPEOTOKCH-
KO3a

v' PentreHorpaduieckas oueHKa KOCTHOrO BO3PacTa eXeroaHo

v TIpo6si Ha NICHXOMOTOPHOE Pa3BUTHE H UHTEJUIEKT: nepsas - B 1-1,5

rofia, NOBTOpHas - B 5 JieT, IpH HeOOXOAHMOCTH paHblle

Mpuynabl HIPHEKTHBHOCTH JeUeHHSA

v’ JleueHune Ha4aTO CIMLIKOM NO3IHO
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v HenocTaTouHa HavyajlpHas 103a JIEBOTHPOKCHHA

v' HefoCTaTOUHB! MOAAEP)KHBAIOILME A03b] JIEBOTHPOKCHHA

v’ He cobmopaerca cxeMma JiedeHus (M0 BHHE Bpaya, pOIOHUTENCH,

605bHOTO).
Juddys3nblit TokcHueckHit 306

Judpdy3neiit TokcHYeckuil 306 MOXKET pasBUBaTECA B JII0OOM BO3pac-
Te, HO Haubonee yacro 11-15 ner (zeBoykM uaue B 8 pa3s). B amarsoctuke
IH(PPY3HOTO TOKCHUECKOTO 3062 KITMHHKA HMEET NEPBOCTENEHHOE 3HAUEHHE.

Her enMHOro MHEHHA O NPHYHHAX pa3BHTUA AUGY3HOro TOKCH-
yeckoro 306a. Ecte MHeHHe 06 HH}ekuroHHo# npupoge 3Toro 3abonesaHus.
CpaBHHTENBHO 4acTO 3TO 3a60JieBaHHE Pa3BHUBAETCA MOCHE OCTPHIX AETCKUX
HHOexuHH, 060CTpeHUI XPOHUYECKOro TOH3MANKTA. OnucaHo BiuAHKe $u-
3MYECKOH M NCUXHUYECKOH TPaBMbl, NEPErPeBAHHA HA COMHLE, alKOroiu3Ma
poauteneii. OgHako, NO-BHAKMOMY, OCHOBHOE 3HaYeHHe HMEET HapylleHHe B
KOPPE/ATHBHEIX B3aUMOACHCTBUAX keNe3 BHYTPEHHeH ceKpeumuu, CTaHOBIe-
HHUH QYHKLHUH THNOPK3a, NONOBBIX KEe3 U COCTOAHYUA CaMOli WMTOBHAHOM
KeJiesbl. FiMeeT 3HaueHHe Hac/leACTBEHHaA NpeapacnookenHocTb. [laTore-
HETHYECKHE MEXaHH3MBI pa3BUTHA Auddy3HOro TokcHyeckoro 306a Heaoc-
TaTOYHO ACHBI. OOHapy)keHKe B KPOBH GONBLHBIX aTHIHYHON TUPEOCTHMYAK-
pylowe# akTHBHOCTH, MORYYMBILEH Ha3BaHHe "IHTENIBHO NEHCTBYIOLIETO
CTUMYyATOpa WMTOBHAHOM xene3p” (IATS), ABAMOWMMCA ¥ HMMYHOTOOY-
JTMHOM-2HTHTENIOM K AEMNpeccopy IMUTOBUAHOMN Xele3bl, OTHOCHTCH H K TH-
nodu3y, NO3BOMUNO PAAY UCCNEAOBATENAM OTBECTH €if OCHOBHYIO pOib B Ma-
ToreHese AuddysHoro Tokcudeckoro 306a. IATS neiicTByer Ha Te e peuen-
Topht 4To U TTT, HO Gonee cHALHO CBA3LIBAETCS, BH3LIBaA €€ FHNEPIUIA3HIO H
peaxoe MoBHIEHHE NPOAYKLIHH TUPEOHIHBIX rOpMOHOB. HekoTopbie aBTOpSI
cuutaiot, 410 IATS - u3MeHeHHbIH B aHTUreHOM OTHOLIEHMH THPEOTPONHLIH
ropmoH. KnuHn4eckue npossrieHus audpy3HOro TokcHYeckoro 3o6a o6y-
CJIOBJIEHE! OMOIOrUUECKNM AeHCTBHEM THPEOHAHBIX FTOPMOHOB,

Ho kaaccupuKauum B Te4EHUN THPEOTOKCHKO3a PasfIHUAIOT YyeThipe
CTANMH.

Ilepean cmaousn - wesporudeckas. KiHHuueckue NPOABJIEHHUA CO-
OTBETCTBYIOT KIIHHUKE BEreTaTHBHOIO HEBPO3a C OOIMM HOBBILIEHHEM BO3-
6yINMOCTH HEPBHOM CHCTeMbl, CepALIEOHEHUAMH NIPU MAJO3aMETHOM YBEJTH-
YEHUH IMTOBMAHOM xene3nl.

Bmopaa cmadua - HeiiporopMoHanbHai. OTHYETNHBO BbHIABAAIOTCA
YBEJIHYEHME IUMTOBHAHOW Keye3nl, KIACCH4eCKHEe CHMIITOMBI THPEOTOK-
CHKO3a, CHHXXAeTCsi TPYAOCnocoOHOCTB, OTMEYAeTCA MOXYHEHHe, r/a3Hble
CHMIITOMBL.

Tpemba cmadus - Bucueponarudeckas. B 3Toi cTaauu pa3BuUBaeTcs
Nopa)keHWe BHYTPEHHHUX OPTraHOB C HapyLIeHAeM HX QYHKLHIA.

Yemsepman cmaodus - xaxekcuueckas. ITa CTalMA XapaKTepH3yeTcs
HeoOpaTHMBIMH AUCTPOPHUECKUMH H3MEHEHHAMH BHYTPEHHHX OpraHOB M
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Pa3U4HBIX CHCTEM C BbIpaXKeHHOH obwei aucTpodueii Hnu Kaxekcueil, Ha-
KAOHHOCTBIO K Pa3BUTHIO KOMATO3HBIX COCTOSHHIf ¥ TUPEOTOKCHUECKUX KPH-~
30B.

Knunnka anpPy3zHoro rToRCHUECKOro 306a y AeTeil XxapakTepuayerca
TEeMH HKE CHMITTOMAMH, YTO H Y B3POC/bIX - pAHHHH W MOCTOAHHBIA CHMITOM
nnddy3Horo ToxcHueckoro 306a - yBeNHUEHHE IUTOBMAHONK Kene3bl.
OG6bruHO y nieTell yBenuyeHHe o6enx aosei U nepeuleilka WHTOBUAHOM XKe-
fie3sl, HO MHOr 1A nNpeobanaeT yBenHYeHHe OOHOM U3 Aoneil (yalle npaBoii).
Y3noBoii TOkCHYECKHi 306 y neTeil BCTpeuaetca peaxo.

CepneytHo-CoCyAMCTbIE HU3MEHEHHA - 06d3aTenbHBIi cUMNTOM Au(-
ty3snoro Tokcudeckoro 306a. TaxukapAus 4acTo NpealeCTBYET BCEM ApY-
UM TNposBReHuAM 3abGonepanms. JlabunsHocTh mMynbca. Taxukapams coxpa-
HAETCE BO BpeMs CHA. VYCWIEHHE CEepAeYHOTro ToN4ka. TOHBI YCHAEHBI W
4eTKHe, aKileHT 2 TOHA Ha ierouHoit aptepuu. IIpu TaXeabIX cny4dasx THpeo-
TOKCHMKO3a TOHbl CEpALIA PE3KO NPHUrTyilleHbl. Taioke NOABNAIOTCS HEOPraHu-
YECKHE WYMBL.

Ina TupeoTokcHuyeckoro 306a xapaKTepHsl W3MEHEHHA CEpAEdHO CO-
cynMcToi cuctembl. Taxukapaus - Haubonee paHHHIi U MOCTOAHHBIH NPH3HaK
3afonesaHus. Yacrora mynsca 180-200 yaapos B MHHYTY, MaJIO H3MEHAETCH
TIpH TEpeMeHe MOJIOKEHHUA H COXPAHAETCA BO BpeMs CHa. Y CHIMBAETCs Bep-
Xywe4Hbli Tonyok. TOHBI cepALia YCHNEHB], YETKUHA aKueHT 2 TOHa Ha JIeroy-
Hol apTepxu. MoryT npocnymnBaThea QyHKIHOHANBHBIE CHCTONHYECKHHA W
JMacTONMHECKHH Wymbl. I'paHHubl cepaua HHOrAa pacuivpeHs! Bieso. Ilpu
BbIp2XEHHBIX (opMax TUPEOTOKCHKO3a MOBBINAETCA CHCTONHYECKOE NaBne-
Hue (po 150-170MM.pT.CT.), @ AMACTOAMYECKOE OCTAETCA HOPMAIBHLIM HIH
cHikeHHbIM uHorza a0 0. Ha OKI' ormeuaercs pesxoe ykopoueHue fnpea-
CEepAHO-XKEe/TyA0UKOBOH NMPOBOAKMMOCTH, FMOBBIIICHHE BOJbTaxa 3y6uor P,Q,
T.

VYV 6onbwiMHCTBA OONBHBIX THPEOTOKCHMUYECKHM 3000M oOTMevaloTca
rinasHele cuMnTomel: ak3odransm Mebuyca (y mereit peaxo), cumntom I'pe-
e, mHpokHe rnasusie wieny, peakoe MuraHue (cumnrom lllrenssara), no-
BollIeHHbIH Oneck rna3. HauGonee cyLIeCTBEHHBIMH M XapaKTEPHBIMA CHM-
TITOMaMH THPEOTOKCHYECKOro 300a ABJIAIOTCA H3IMEHEHUA CO CTOPOHBI HEPB-
Ho#t cucrembl. OTMeuaercs MNOBBIWIEHHAA BO3GYAMMOCTb, pa3APAKHTEND-
HOCTB, IUIAKCHBOCTb, CYETJIIHBOCTb, HEYCHAYHBOCTb, KanpHU3HOCTh, OuicTpas
CMeHa HACTpOeHHs, pacCTpoicTBO cHA. Y MHorux aeteli 6niBaer ocnabnenue
NaMATH, FONIOBHas 6oib. YacTeiM HEBPOJOrHYECKHM CHMNITOMOM Y J€Teil AB-
nfercs TpeMop pyK, xopendopMHbIe NOAEPTHBAHUA (HACHALCTBEHHEIE, GHICT-
pbie, TONUKOOOpa3HbIe NBHKEHHASA NANbUEB PYK, TONOBb, MHMHYECKHX MBIHILL,
MYCKyNaTyphl KOHeYHoCTeH). MOTOPHAA HEYyCTOWYHBOCTL ABJAETCA ONHWM
M3 paHHUX cuMOTOMOB 3aGonesanus. IpH THPEOTOKCHKO3e BCTpedaloTcs Ba-
30MOTOpHbBIE, CEKPETOpHBIE M TpOodH4YEeCKHe pacCTpoiicTBa B BuWIE runep-
TMAPO3a, HHTEHCHBHOTO M crojikoro AepMorpadH3Ma, KOXKHOIO 3yia, HOBBI-
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mMeHHA KOXHOH TemnepaTypbl. OtMedaeTcs MbliedHas cnabocte, Ha-
YHHAIOINAACA C TIPOKCUMANBHBIX OT/IENOB KOHEYHOCTEH, a 3aTeM NPpHHH-
Marolias renepaiin3oBaHubiil xapakrtep. [lpn Tawenoit popme 3aboneBaHus
pasBHBaIOTCA aTpodHs U napes M. Y geTeil B oTAMYME OT B3POCbIX MO-
paxenue JKKT nabmomaercs peaxo. HHoraa noeblaercs anmeTHT, B TKe-
JIBIX cyyasXx y uacTtu Aereil GuIBalOT MOHOCH, HeldepxaHue kana. IIpu Taxe-
JIOM THPEOTOKCHKO3€ YBEIHYHBACTCA NeveHb, CTaHOBUTCA Gone3sHeHHOH, Ha-
pyllaeTcs ee aHTHTOKCHYECKas W IIMKOreHooOpasyloas (pyHKUMH, pa3Bu-
BaeTcA KeNTyxa.

Hapymatotca Bce Buapl o6MeHa, ocoGeHHO xupoBo#t ¥ Boausiii. [Toxy-
JaHHe YacTo SBJIAETCA OXHHUM W3 MEpPBEIX CUMITOMOB O0N€3HM, PUUEM, MO-
XET pa3sBHBATLCA NPH COXPaHEHHOM W JiaXe MOBHIIEHHOM annetute. Poct
HeTeil HEpeAKo BhILE CPENHHUX BO3PAacTHHIX HOPM. PocT yckopsercsa B pe-
3ynbTare ObICTPOro pasBUTHA 3MHUGH3OB, YTO B AAIbHEHLIEM TIPHBOAHT K MX
NpeXAeBPEMEHHOMY OOBI3BECTB/IEHHIO M K OCTaHOBKE pocTa. Y AeTeil MoryT
OBITH CUMITTOMBI, YKa3bIBAIOILHE HAa HEAOCTATOUHOCTh KOPbl HAAMOYEYHHKOB:
cnabocTb, YTOMIAEMOCTh, MHIMEHTALMA KOXKHBIX MOKPOBOB, HH3KOE AMAacTO-
NHYEeCKOe JaBlieHHe, yBenHdeHue auMmpoy3nos, jJumpouuros. YcuneH oc-
HOBHO#t o6MeH. Hapymenue yriesoaHoro oOMeHa NposB/seTCs yBEIUYSHH-
eM COZEepIKaHHsA caxapa KpPOBWM M MIMKEMHYECKOi caxapHO# KpHBO#H nocne
Harpy3ku rmoko3oi. [Ipu nuddy3HoM TokcuueckoM 306e BO3MOKHO pasBH-
THe caxapHoro Xuabera. CTpajaer 1oJioBoe pasBHTHE, YTO KPHTHHECKH Bbl-
paxkaeTcs B [O3QHEM NOABJIEHMM BTOPHYHBIX MOMOBLIX IPH3HAKOB, Ha-
pYLIEHHIO MeHCTpyanbHoro uMkna. FismedHenue nepudepuueckoii kpoBu
NpOABNAETCA B YMEPEHHOM nuMounTose, yckopenun COD.

Hau6onee TAXENBIM OCIOKHEHHEM THPEOTOKCHYECKOro 306a sBnseTcs
TUPEOTOKCHYECKHH KpH3, pa3BHBAIOWMHCA MPH NMPHCOCAHHEHHN HHTEPKYp-
peHTHBIX 3aoneBaHHi, NpH NCHUXMUYECKOH TpaBMe, OMEpalMH Ha HIMTOBHA-
HoH kenese. KnMHHUECKkH THPEOTOKCHYECKHH KpH3 mpeAcTaBiaseT oboctpe-
HHE BCEX CHMMNTOMOB THPEOTOKCHKO3a: MOBHILACTCH TEMNEPaTypa, MoABns-
€TCA PBOTA, NOHOC, YCHIIMBAOTCA CHMITTOMBI CO CTOPOHBI HEPBHOM CHCTEMMI,
NCUXHKH, Pa3BHBACTCA HAAMNOYEYHHKOBAA HEAOCTATOHHOCTHL. MHOrma THpeo-
TOKCH4eCKMii KpU3 KOHJIaeTca CMepThio pebeHKa.

TMepBocTeneHHoe 3HaueHHe B AHArHOCTHKe AHGGY3ZHOro TOKCH-
yecKkoro 306a OTBOAMTCH KIIMHHKeE.

1. Jla6oparopusie nccnenosanus: CBY u BEM Gonbiue nopmer; T3, T4
6onblile HOPMBI.

2. PamMoM30TONHEBIE HCCAENOBAHKA QYHKLMU HIMTOBHAHOM Xenesnl ¢
J131 - BBOAAT B Opranu3m usoTon ioga. Mano npuemnemo (npu augdysuom
TOKCHuecKoM 306¢ BBICOKHH 3axBaT /04, KAK NoJbeM yepe3 6 YacoB, B HOp-
Me uepe3 24-72 4aca, Tak ¥ MOrJIOWEHHe, B HopMe Ha 50% HHxKe).

3. KoceenHble npusHaku: CHHXKEHHE yPOBHS XonecTepHHa; Ha Rts-MC
- CMelleHHe MHILEBOAA, TPaXxeH - PH KOHTPACTHPOBAHMM.

50



OKT - cuHycoBas TaxuKapAus, apUTMHs, CTeNeHb TaAXUKapAWH Bhillle,
4eM Yy B3pOC/BIX. BBICOKHII BONbTaX, YCKOPEHHE MpeAcepaHO-
KeTyHOYKOBOrO MpPOBEAEHHUs, OCTPOKOHeYHhle (OPMBI O-pMTMa, TeTTa-
aKTUBHOCTh NHEHLUeQaTbHOI 061acTH.

Poct ycunen, noxynexue, 3afepKa MojJOBOro pasBuTHs, B KPOBH Jiedi-
KOMEHHUA, THMPOLIMTO3.

Hugdeperuuansubli fuartos: nyoepTaTHoe yBeNMUYeHHE IHTOBHIHOM
xKenesbl, HefipoBereraTHBHan NaGUIBHOCTB; HEMOCTOSHHAA TaxMKapAds - BO
BpeMs CHa HOpManbHasd, He Jud¢dy3Has NOTAMBOCTD, A perdoHantbHas (nano-
HU CTOMBI), TPEMOp NaJbLeB HpH OTBAEUEHHH BHUMAHHA MCYE3aeT, NoXyde-
HHe.

Jleuenne auddy3sHoro Tokcuyeckoro 306a OCHOBaHO Ha CTPEMIEHHH
NOHM3HTh QYHKLUHIO LWUTOBMIOHON ene3bl. OCHOBHBIM YCNOBHEM IpoO-
BEACHHA KOHCEPBATHMBHOrO NiEUEHHA ABNAETCA AOCTHIKEHHE 3YTHPEOUMTHOrO
COCTOSHHA M MOAJEPKAHHE ero ¢ MOMOILBIO JTEKapCTBEHHBIX CPEACTB HE Me-
Hee ONHOro roja. IIpHMeHSAIOT aHTHTHpeoHIHbe Mpenapats! (CoaepXKalliHe
A0 M TUPEOCTATHKM)UIA HOPMANTH3aLlMY H30bITOYHOrO0 CHHTE3a THPEOUIHBIX
ropmMoHos. B nemmarpuyeckoil npakTuke M3 ApenapaToB Hoaa MPUMEHSIOT
muiionotHposuH. Ilpenapar HasHauyaercs no 0,5x2-3 pa3sa/ngeHs, B yObIBaiO-
e Ko3uposke, 6e3 nepepbiBoB. JleTAM JOLUKOMBHOrO BO3pacTa ANHOATHPO-
3UH JIa10T B MOJIOBHHHOM JO3MPOBKE. JleueHHe NPOBOIAT IUTENbBHO, A0 TON-
HOTO MCHE3HOBEHMA CHMITOMOB THUpeoTokcuko3a. IIpH anurenbHoM nmpume-
HEHHH HOMa MOXET pa3BUThCA pedpaKTEPHOCTb K HEMY C BO3pacTaHHEM BCeEX
CHMMHOTOMOB, Hepenko aaxe ¢ Gonee Taxenoii ¢popmoii. B HacToswee Bpems
IHYPOKO BHEIPEHO B MpPAKTHKY JIeUeHHE THPEOCTaTHYECKHMU MpenapaTam,
KOTOpBIM OTHOCSTCH MPOHM3BOAHLIE THOYpauuna (METHATHOYPAUMS), UMH-
nhasana (MepKasomun), nepxiaopar Kanus. Mexanusm nelicTeus 3THX npenapa-
TOB 3aK/IOYaeTcs B GNOKHPOBaHHH CHHTE3a FOPMOHOB LIMTOBHIAHON JKeJie3bl
Ha paviMYHBIX JTanax. B meAHaTpHuecKkoi NpakTHke Yale NPUMEHAIOTCH
MepKa3oNKua B CBA3H C ero GonbueH 3¢PexKTHRHOCTBIO H MEHBIUEH TOKCHY-
HOCTRIO. JleueHHe TupeocTarH4ecKUMH MpenapaTaMH OCHOBAaHO Ha Ha3sHaue-
HHH BHAa4Yajc BHICOKMX J03 A0 YCTPaHEHHs THPEOTOKCHKO3a C MOCTENEHHbIM
CHHIXKCHHEM 0 NOAAEpXMBaIOLeH A03bl (dyTHpeouaHoe cocrosHue). Ha-
YanbHble [03bl YCTaHABINBAIOTCA HHAMBHAYANBEHO C YYe€TOM TskecTH 3a6o-
JieBaHui. JleyeHue Mepka3zonuiioM HauuHarOT 06biuHO ¢ 10-40 mr/cyr. ITocne
YCTpaHeHMs THPEOTOKCHKO3a (depe3 2-5 Hellens) 103y npenapara KaKable 5-
7 nueii yMeHpwalor Ha 5-10 Mr, DOCTENEHHO MOAGUpas MHHHMANbHYIO [IOA~
JEpKUBAOIYIO 103y (OOBIMHO 5-2,5 MI eXEAHEeBHO WM 4epe3 aeHb). Jlau-
TEABHOCTh Tepanuu cocraBiset 1,5-3 roga. mobouHoe AeHcCTBHE Npenaparos
3TOlt rpynnsl NPOABAAETCS AJUIEPrHYECKHMH PEAKUHAMH, OUCIIENTHIECKUMH
ABNCHUAMH, NeiikoneHHel, TpaHynounToneHueld. B xommiekce meauxameH-
TO3HO# TepanuM BKAIOYAIOT pe3epnHH U b-anpeHo6aokarops! (063uaan). IMox
HX BJIHAHHEM MIOHMKaeTcs o6man Bo36y AHMOCTb, YMEHBIIAETCA TaXHKapAHs,
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Hopmanusyetrcs AD. Ipu HepBHOH BO30YAUMOCTH U OECCOHHMLIE Ha3HAYaAIOT
npenaparsl 6poMa, BanepuaHsl, 6apOuTypaThl, NUNONbGEH, CYNpPacTHH, Mo
NoKa3aHUAM - CepeHHbIe MNTMKO3HbI, IPH NOHWKEHUH MUTaHHs - aHabonu-
YeCKHEe TOPMOHBI. BakHBIM MOMEHTOM B JIEU€HHM SBJIAETCA NOJHOLCHHOE
TIHTaHHE, BBEICOKOKANOPHIHOE, COOTBETCTBYIOLIEE ASPULMTY MacChl Tena u
BO3pacTy.

IMpu tKensix dpopmax nuddy3sHoro Tokcuueckoro 306a y neteit - cy6-
ToTanbHan cy6dacunansHan pe3eKuMs WHTOBHAHOM XKene3s!.

JleueHHe THPEOTOKCHYECKOTO KpHM3a 3aKilouaeTcs B HasHaueHHH 6onblmx
A03 creponnmbix ropmoHoB. Hambonee sddextuBHO B/B BBEACHHE BOAO-
PacTBOPUMBIX NPEnapaToB FHAPOKOpTH30HA (50-200Mr) B coueranuu ¢ B/M
BBenenHem rimoxoxoptukonaos, JIOKCa B no3ax, COOTBETCTBYIOWNX TXe-
CTH M JUTHTENLHOCTH Kpu3a. [lng ycTpaHeHHs CepleyHO-COCYAMCThIX pac-
CTPOMCTB MOKa3aHbl CepleYHble TIIMKO3uAbl, Bonbmoe 3Ha4eHHe NMpPHAAIOT
OPUMEHEHHIO CHMMAaTOMMMETHYECKHX NpenaparoB W b-aapero6nokaTopos.
HasnauatoT pesepnur B Gonsmux mosax (0,3-0,5mr), 6apbutypatsl. [Iposo-
OUTCH PEruaapTaLMOHHas ¥ Ae3UHTOKCHKALMOHHAs Tepanusa ($pusHonorude-
CKH#i pacTBOP, PacTBOP [JIIOKO3bI, MOJIMTMIOKHH, remofes). B/B ssomsr
6onbwine no3si BuTaMuuoB (C, rpynnst B, ocobenno B,) B cBA3u ¢ Hapywe-
HHeM 06pa3oBaHHi MHOTMX TKaHeBBIX (epMeHTOB. UHralsLUMU YBAGKHEHHO-
ro xucnoposa. fIpu runeprepmMun - oxnaxaeHue TeNa Ny3bIPAMH CO JBAOM,
MHBEKUMH aHANbIHHa, aMUIONUPHHA, PEONHPHHA

I'unepnapaTnpeo3 H rUNONAPaTHPEO3

TMapamnrosuanbie xkenesbl (INDK) nosersiomca na 5-6 nedene
BHYTPHYTPOOHOr0 pa3sBMTHA W3 3HTOAepManbHoro snutenus 111 n IV xabep-
HBIX KapMaHOB.

Ha 7-8 nedene o6pasoBaBmiuecs 3MUTENHANLHBIE MOUYKHA OTIUHYPOBBI-
BAaIOTCA OT Y4aCTKa CBOEro BO3HHKHOBEHHUA M NMPUCOECAHHAIOTCS K 3aJHEH no-
BEPXHOCTH GOKOBBIX foNeH IMHWTOBMAHEIX XKejie3. B HUX BpacTaeTr oKkpyKato-
uias Me3eHXHMa C KamMILIAPaMH, U3 KOTOPHIX oOpasyeTcs karncyna xenesbl.

@ynxyuonansnas akmusnocms ITI[K Bo BHYTPUYTPOOHOM nNepHo-
A€ CnocoOCTBYET COXPAaHEHUIO FOMEOCTa3a KalbLHA He3aBHCHMMO OT KoJneba-
HHUH MUHepanbHOTO o6MeHa MaTepH. CyLIECTBEHHO MOBHINAETCA aKTHBHOCTh
THIDK x nocnemnum HeaensM BHyTpHyTpoGHOro mepuona M B nepesic JHH
KU3HH. '

Bo énympuympobnom nepuode B TKaHU kese3bl OOHAPYXHBAIOTCA
IMMTENHATBHBIC KIICTKH TONBKO OJHOTO THNA - MIaBHBIE KIIETKH.

Bo smopom nonyzoouu xcusnu yMEeHbUIAEeTCA pasMep CNaBHBIX Kile-
TOK, a nepsble OKCHPHNEHBIE KIETKH MOABAIOTCA B OKONOIIHTOBHAHBIX XKe-
sezax nocne 6-7 ner. K 11 rogaM B TKaHH *ene3bl MOSBIAETCA BO3PacTao-
iee KOAWYECTBO XKUPOBLIX KIIETOK.

Y Odemeii pannezo sospacma IIILK umelom zucmonozuueckue oco-
OennHocmu: OTCYTCTBYIOT OKCH(MIBHBIE KNETKH, COCAMHUTENEHOTKAHHBIE
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TIEPErOPOAKH MEXIY IMUTENHATLHBIMU KIeTKaMH TOHKHME (MCYe3al0T K IMy-
6epTaTHOMY nepUORY), HE CONEPIKAT XKHPOBOH TKAHH.

Macca napexnumot IILJXK: y HOBOpOXKAEHHOTO - 5 MI, K 10 rogam -
40 mr, y B3pocnoro - 75-85 mr (naunele, korxa umeercs 4 u 6onee IMIPK).

Mlocmuamanvnoe pazeumue TIPK paccmaTpuBaeTcs Kak MeLNTEHHO
HPOrpecCHpyIOIIas HHBATIONHSA.

Maxcumansnas ynxyuonansnas akmuenocme 1MPK orHocuTes K
MIEPHHATAILHOMY [IEPHOAY Y NEPBOMY-BTOPOMY rOAaM >XM3HH pebeHKa, uTo
CBA3aHO C MaKCHMAJIBHOH aKTMBHOCTBIO OCTEOreHe3a M HanpsKEHHOCTHIO
dochopHo-kanbuMeBOro ofmMeHa.

B xcenesax npoucxodum cunmes napamzopmona (ITTT), xotopbiii
BMecTe ¢ BHTaMMHOM D ywactsyer B perymiuvn (ochOpHO-KaIBLMEBOTO
obmena.

ITIT (ne3aBucumo ot suramuHa J1) uHrnOupyer peabeopbunto docda-
TOB B MPOKCUMANBHBIX KaHalbLAX, CNOCOBCTBYET BLIBEAEHHIO HX C MOYOI,

Cruncenue gynxyuu ITIH[K (annazus, ponoBas TpaBMa, rumepKaib-
UMEMHS MaTepH) MPUBOOMT K FHIOKaIbUMEMUn U runepdocharemun. Kau-
HUYeCKU IMO XaApaAKMepuU3yemca NoBbILIEHUEM HEPBHO-MbILIEYHOH BO36Y-
muMoctH (cnasmogrims). CrnasMopUNHA BHIABAAETCA TIPH MEXAHHYECKOM
pasapakeHUH M C MOMOLIBIO IaIbBAHHYECKOrO TOKA.

Tunepnapamupeoudusm conpoBOXAAETCA runepkaibiiuemueil ¢ pas-
BUTHEM He(pOKaNbLHHO3A U OCTEOAMCTPODHH H ABIAETCS BTOPUYHBIM CHH-
IPOMOM MU paxHTe.

ITo ceoum (pusuonozuueckum mexanusmam I ABAAETCA aHTAroHU-
CTOM THPEOKaNbLUMOTOHHHA M TOBUAHOM HKeNe3sl.

JTOT aHTaroHU3M obecneyuBaeT COAPYKECTBEHHOE ydacTHe oGoux
rOopMOHOB B peryiauun 6ananca KanbiuMia ¥ NepeMOLYNHpPOBaHHE KOCTHOM
TKaHH.

Axrusauus MUK Bo3HUKaeT B OTBET Ha CHHXEHHE YPOBHA HOHHU3H-
POBAHHOTO KalbLIMA B KPOBH.

I’ Bavser Ha GanaHc KadbLUMA W Yepe3 W3MeHeHHe MeTaloJiu3Ma BH-
TaMuHa D - cnocobeTByet o6pasoBanuio 1,25 - puruapookcuxonekanbunde-
pona (Haubosiee akTHBHBIN AepuBaT BUTaMuHa D).

KansuueBoe rojonanue wiv HapylieHHe BCAachiBaHHA BuUTaMuHa D
(ocHoBa paxurta y nerteil) Bcerma conpoBoxnaerca runepnnasveit MMIDK u
GYHKUMOHANBHBIMH MPOABNCHHAMH THIEpNapaTUPEOHIU3Ma, YTO ABIAETCA
HOpMaIbHOH perynaTopHo#i peakuuedi u He cuntaetcs 3aboneBanuem ITHLDK.

Ilpn 3a6o0nesanusx IIK moxncem 603HUKHYMb COCMIOAHUE NOGHI-

WeHHOU (hynKyuu - 2unepnapamupeos Ul CHUMNCEHHOU (yHKyuu - 2uno-
napamupeos.

Metoan! uccaeaosanus ITHIXK:

1. Ilpamoii: paagvonmmyHonorudeckoe onpeaeneHue ITTT B chiBo-
potke kpoBH (N = 0,3-0,8 Hr/mn).
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2. Kocsennbie: HCCNENOBaHHE YPOBHS HOHH3MPOBAHHOIO KANbUMA B
coiBopotke kpou (N = 1,35-1,55 mmonb/n, unu 5,4-6,2 mMr/100 ma), uccne-
[oBaHHe ypoBHA obmero xanbuus H ¢pocdopa B CHIBOPOTKE KpoBH (rMnona-
patupeo3 -~ Kanbuuii noHwken ao 1,0-1,2 mmons/n, pocdop moBeitleH ao
3,2-3,9 mMMonb/I; rHNEpNapaTMpeos - yBeJIHYeHHe KalbUHA B CHIBOPOTKE HO
3-4 mmonn/n, cHixenre gocdopa 1o 0,8 MMONB/JT), HCCIECAOBAHHE YPOBHA
Kanbuus 1 docdopa B Mode (0OpaTHble HX COAEPXKAHHMIO B KPOBH: FHNONapa-
THpeo3 - Ca,, - N wimm cHmxen, P,.- cHibkeH; runepnaparupeos - Ca,, - 3Ha4u-
TEJIbHO YBefu4eH, P, 3HAYUTENEHO CHHKEH).

3. ®ynxkunonanbHbIe: BHYTPHBeHHOE BBeacHue CaCly, HaznaueHue
CPEACTB THNA KOMIUIEKCOHOB (Hanpumep, 3THICH AHAMHHTETPAYKCYCHAA KH-
cnora u ap.), [ITF, 'K Haanoye4HHKOB.

ITpu Bcex 3TMX npobax HOGHBAIOTCE H3IMEHEHHA YPOBHA KalblUHA B
KpoBH # Hceneayrot peakuuio ITHPK Ha 5TH M3MeHeHus.

Kannnveckas xaprnHa u3MeneHHs axktusnocth IMIIDK Biova-
€T: CHMIITOMaTHKY CO CTOPOHBI HEPBHO-MBIHIEYHOH BO30YAHMOCTH, CHM-
NTOMATHKY CO CTOPOHBI KOCTHOH CUCTEMbI (KOCTH, 3yObi), CHMITTOMAaTHKY CO
CTOPOHBI KOXKH U €€ NPHAATKOB.

3a6oneBaHus NapalMTOBUAHBIX KEAE€3 OTHOCATCA K PEAKHM 3JHJOK-
pHHHBIM 3a6oneBaHuaM. KiIMHHYECKHE NPOABAEHHA X, 0COOEHHO runepmna-
paTHpeo3a, BeCbMa PazHOOOpa3Hbl, YTO NPEACTABIAET U3BECTHbIE TPYAHOCTH
IUTA IHarHOCTHKH, a CNIeNOBATENbHO, U U CBOEBPEMEHHOTO NEYSHHA. DTHM
# oObacHseTcA TOT (DAKT, YTO rUMepnapaTHpeO3 3a4acTyio MHTENLHOE Bpe-
Ms npoTtekaeT noA "Mackoil" noueyHo-kaMeHHo# Oonesnu, s3seHHol Gones-
HY XKenyaKa U APYTHX 3a0oJieBaHH# BHYTPEHHHX OpraHoB.

Heaocratounocrs INIDK nposiBiasieTca: CUMNTOMAaTHKO# CO CTO-
POHBI HOrTeH, Bonoc, 3yboB (TpoduyecKkHe HapyIEHMs), NPU BPOXKIAEHHOM
THMONapaTHpeo3e - Hapymaetrcs GOpMHpPOBaHHE KOCTel (paHHEe BOIHHMKHO-
BEHHE OCTEOMAIALIMM), NOBBILIEHHE BEreTaTUBHOW NaOUIBHOCTU U BO30Yy-
IuMocTH (nuAaopocnasM, [Hapes, TaXHKapAus), MOBbIUIEHHE HEPBHO-
MblileuHOH Bo3OyaHMocTH ([TONOXKHKTENBHBIE CHMOTOMBI XBocTteka, Tpycco,
3pba), CMMNTOMBI, MOABJAIOIMECA OCTPO, Hallle HOYbIO, TpedyloLIMe HeOT-
JIOKHOM MOMOIH (TOHHYECKHE CyJOpOrH, JJApHHrocnasMm), NPOBOLIMPYIOTCH,
B TOM 4UC/I€, HCILYT'OM, BIIOTH A0 NOTEPH CO3HAHMA.

I'HnepnapaTupeo3 MPORBJAETCA: BLIPAKEHHOH Mblue4dHOH cnabo-
CTBIO, 3anopamH, GoNAMH B KOCTAX (HEPEAKO BO3HHUKAIOT NEpeoMbl KOCTeil
B MECTaX Y4acCTKOB Pa3pexEHHA B BHIE KUCT Ha DEHTreHe), B MATKMX TKaHAX
BO3MOXXHO 00pa3oBaHHe KalbIIMHATOB.

K 3a60s1eBAHHSAM NAPAIHTOBHAHBIX 3Kej1e3 OTHOCAT:

IlepBHYHbI# rHOCPHAPaTAPEO3

- camad yacTas NPUYHHA TMIEpKaJbIHMeMUH. PacnpocrpaHeHHOCTH
0,05-0,1%.
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ArHoNOrHA

1. AneHOMBI napalMTOBUAHBIX JKelle3, OAMHOYHEIE WIIH MHOXECTBEH-
Hble (y 80-85% 60mbHbIX).

2. M'nepniazua napaMTOBHAHBIX Xene3 (y 15-20% GonbHbIX).

Cunonaparupeo3 (geduuUUT napatHpeouaHoro ropmona - IITI- na-
paTropMoHa).

1. TMocneonepaunontbiil (MoBpexcacHue unu ynaneuue IMIDK npu xu-
PYPruveckHx BMeLUaTeqnCTBaX, B Pe3yJbTaTe CTpecca, BbI3BAHHOIO onepa-
LHei: YaCTHYHBIH HIM NPeXOaALUHiA)

2. Uaeonatndeckuii (ciopagHyecKue HiK HACISACTBEHHBIE CITy4an).

JHarHocTHYecKHe KPUTEPHH:

OtrcyrcrByeT HnM Hu3kui ypoBeds [1TT B cblBOpOTKe, MOBbILIEHHE
ypoBHA kanbuua nocie seegeHus ITTI; runepdocdaremus, CHIKeHHe Oc-
TeoxansuuHa U 1,25 (OH),[l; npn HopmanbHoM ypoBHe 25(OH)M;. V He ne-
YEHHBIX 6ONMBHBIX CHIKEHNE IKCKPELUH KanbUMs.

HacneacrBenHbiii rHNONAPATHPEO3 Yallle ABMSETCA KOMIIOHEHTOM
ayTOMMMYHHOrO NonurnaHgyiaspHoro cuHapoma (AIITC) tuna 1, Bkmo-
YaOUHH KPOME HEero - reHepajiu30BaHHbi rpaHyNeMaTo3HbIH KaHAMA03
(KaHOMA03 KOXHK W CAH3HCTBIX), MEPBHYHYIO HAAMOYEYHHKOBYIO HENOCTa-
TOYHOCTb. Pexe BCTpeuaroTcsi KOMIOHEHTH! : NEPBHYHBIH MMMONAPATHpEO3,
NepBHYHBIA TMNOroHaAM3M, XPOHHYECKHIl aKTHBHBIHA TEMaTHT, CHHAPOM Ha-
pylueHHoro Hacienosauus U T.A AIII'C | THna Bo3HHKaeT yXe B rpyaHOM
Bo3pacre. [TepBoe ero nposBieHHE - kKaHaWao3. Aytoanturena k IITT obwa-
pyxusaroTca B 30% cayuaes.

JApyrue Gpopvbl runonapaTupeosa

- THIIOTIAPAaTHPEO3 - NMPH UAEONATHYECKOM H BTOPHYHOM (B pe3ynbTare
NIOBTOPHBIX NepenuBaHui kposu) reMoxpomarose. B ITIDK obHapyxusaloT
OTAOXKEHUE XKeJie3a, AeCTpYyKuMio, pubpos

- runonapatupeo3s npu 6omesny BunbcoHa - oTnoxenue Meau 8 MUK

- npu XTIH otnoxenune amoMuHusa B ITHDK Moxer npuBecTH K 4yac-
THYHOMY WM nonHomy aepuumty ITTT

- neduumt IITT MoXeT pa3sBHTHCA MOCNE JIEYEHHA THPECOTOKCHKO3a
'y, 3pece rumokanbimemus npexonsmas, ee Hano AHGPPepeHuuposats ¢
rUNOKaJbIMEMHEH BPH CHHApPOME TOJOAHBLIX KOCTeH (mocjie Xupypruue-
CKOrO JIedeHMs rvrepraparupeo3a wiM chay4daiinoro ynanenusa [MUDK npu
XHPYPrHUYECKOM NEYECHHH THPEOTOKCHKO3a)

- runonapatupeo3 BeaeacTBue nopaxenusa [MIDK npu rpaHynemaro-
3aX Y UX pa3spyuICHHE METacTa3aMH.

-THMIONAPAaTHPE03 NP NOBHILIEHHH YPOBHA MArHHA B CHIBOPOTKE, NPH-
sBolaulee Kk noaasneHuto cekpeuyn ITTT U runokanbLUHEMHH.

Mo3msAA rHNOKANBIMEMHS HOBOPOXAEHHLIX BHI3bIBAETCA B TOM 4YHCINeE
¥ THMONAPaTHPEO30M.
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H3onupoBaHHbIH HICONATHYECKHH TIHNONapaTHpec3 - OOBIYHO
cnopagMyeckoe, pexe - ceMeiiHoe 3a00/eBaHHE C ayTOCOMHO-PELLeCCHBHBIM
HIIH 8YTOCOMHO~-AOMHHAHTHBIM HAaCleNOBAHHUEM. PassuBaeTca B mo6oM BO3-
pacte. Ayroantutesna k IITT orcyrerByior. OOycnobiieH AeheKTaMH CHHTe3a
unu cexpeunu ITIT.

HaeonaTuyueckuii runonapaTHpeos - peakoe 3abonesaHue HOBOpO-
skAeHHBIX. OHO gBJIA€TCA KOMIOHEHTOM HECKOJIbKMX HACHEICTBEHHBIX CHH-
apomoB (KupHca-Ceiipa, Kennn, Ju Jihxopxu, Kennu u ap.):

- cinapom Kupnca-Cefipa - runonapatiupeos co4eTaercs ¢ MHrMeHT-
HBIM PETHHHTOM, odTalbLMOIIIErUeid, aTakCHeH, aTpUOBEHTPHKYRApHO# 6J10-
Kazoi, MUOnaTuei

- cHHApOoM Kenan - runonaparipeos codeTacTcs ¢ 3aepxKKoil pocta
M CY)KE€HHEM KOCTHO-MO3roBbIX ITOJIOCTEH JUIMHHBIX TpYOUaThIX KOCTe#H

- cuaapoM In Jizxopaxm - BpOXKACHHAA OUCKUHE3UA MapalliMTOBHA-
HBIX Ke/1e3. ATUIa3Hs WM JHCIUIa3HA MApPAWMTOBHAHBIX JKefe3 W AHCIIasus
TuMyca 06ycroBieHa HapylueHHeM 3MOpHOTeHe3a Tperbero H 4eTBEpTOro
[IOTOYHAIX KapMaHOB. bonbHele 06bMHO MOFHOAIOT B AETCKOM BO3pAaCTe.

IIpexoaammii runonaparnpeos HOBOPOXKAEHHBIX - BCTPEUAETCA Yac~
TO M BBI3B&H FUMOKansLUMeMUeit y MaTepu (MPHYMHOM MOXeT GbITh rUnepna-
paTupeo3 y Marteps). Hannuue runokajsuMeMuy y HOBOPOXAEHHOTO B COYe-
TaHMM ¢ runepgocdaremueii 06s3yer nposeputs yposens kansuus u I[TT B
CBIBOPOTKE MaTEpH.

IunokanplumemMuu y rpyaHbix AeTelt u neteil MIauero BO3pacra, Bbl-
3BaHHBIX THIONAPATHPEO3OM, XAPAKTEPHUIYIOTCA THMOKANBLUMEMHEH H TH-
nepdocharemueii Ha gone norrxkeHHoro yposus ITTI B chiBopoTKe.

BpoxxneHHbIE HapylHEHHA OOBIYHO NPOABAAIOTCA B rPYJHOM U PaHHEM
JIETCKOM BO3pacTe, a HpuoGpeTeHHble - B Gonee nosaHeM Bospacte. [unona-
paTHpeo3 OOHApYXMBAIOT MPH BLIACHEHHH MPUYHH rUNOKaibUHeMUH. HHo-
T/ia OH BLIABNAETCA IIpH 00CNenoBaHHH AeTeil C HACNENCTBEHHBIMH CHRIPO-
MaMu.

Cunapomul pesncrentHocty « IITE

3TH HaclCACTBEHHBIE CHHAPOMb! MIPOABAAIOTCA B Bo3pacTe 1-5 Jer.

IceBaorumonaparnpeos

- cuuapomel pesncTeHTHOCTH K TITT, npn wotopeix Ha ¢oHe noBHI-
mernoro yposus ITTT nabmonaerca runokansunemus u runepdocdparemus.
Hopmanusauus ypoBHs KanbUMA OOBIYHO MPHBOAUT K CHHIKEHHIO YPOBHA
ITIT, Ho He ycTpanseT pe3UCTEHTHOCTb TKaHeli-Mueneii k TTTT .

1. Tlcesporunonapatupeos Tuna la, Tuna 18, Tuna lc, Tana IL.

Jleuenue

IprMeHeHHe npenapaToB Kajiblua U sBHTaMHHa D.

Henb: npenoTBpaimeHe MUASNTHYECKHX MPUITAAKOB Y HOBOPOXKACH-
HBIX, TETaHHH H IAPECTE3HH Y AeTeH CTapiiero Bo3pacra.

56



TMoka3aHuA K JICYEHUIO: HOBOPOKICHHBIC: YPOBEHb 0OIIEro Kagbuus
meree 1,88 mmonb/n; cBoGoaHoro Kanbuus menee 0,7 MMone/N, TpyAHsiE
JeTM 4 AeTH MJIAALIEro Bo3pacta: obuuii kaneumii menee 2,0-2,2 MMOJTB/JL.

IpenapaTbl KAAbIHA:

- NpH OCTPO#l IHIOKANLIHEMHH, KOTOpPad YrpoXKaeT XH3HH - Kalb-
it B/B (GyicTpas MHQY3UA MOXET NMPUBECTH K apUTMMH, & NOMAAaHUE KaJib-
1(Us [IOA KOXY BbI3bIBACT HEKPO3.

- ctpyiiHo 10% CaCl; - 0,1 mn/kr unu 10% xanbuua rmoxosar 0,3
MJ/KI - MOXXHO M0 HEOTJOXHBIM NOKAa3aHHAM [PH HapYLUEHHW CeplevHOi
JEATENBbHOCTH.

B apyrux cnydasx: 10% CaCl; 2-5 Ma/kr/cyT B/B (20-50 Mr/kr/cyT no
Ca) - MeATeHHO U OCTOPOXKHO B MepHepHIHbIE BEHBI; B HEHTPaNbHLIE BEHbI
- paszsomAT Ha 0,9% NaCl win 5% rmoko3sl.

Xponsuyeckas rHNOKATbUHEMHSN - IpeNapaThl KAIbLUUA BHYTpPb (NpU
OTCYTCTBHH CYAOPOT WJIM TETAHHH).

Jna rpyaHbIX geTeH M AeTedl Maaamero BO3pacTa - KaibUu¥l rmoko-
Hat B BHAeE cupona 5 ma/kr/cyt (1/5 mr/kr/cyt Ha Ca) B 4-6 npueMos. Bob-
IiMe 03bl BbI3bIBAIOT JAHAPEIO.

JleTsiM cTapllero Bo3pacra - KalbLuil NIIOKOHAT, Kalbukii kap6oHar,
KajblMii AakTat - Tabnerky B nepecuete Ha Ca - 50 Mr/kr/cyr.

IMpenapartbl BUTaMuKRa D - MCHoNb3yoTCA NPy NeveHUH NErkoi Win
YMEpPEHHOH XPOHUYECKOH rUMoKanbLMeMHU. Jprokansiudepon, XoneKans-
uupepon, GUrHAPOTAXUCTEPOJl - IPHMEHAIOTCA peldKo H3-3a HH3KON aKTHB-
HOCTH, MEIIEHHOTO HAaCTyrUieHUA d¢deKTa, JHTENbHOTO AeHCTBHA, onac-
HOW CTOHKOM runepKanbLUeMHH NPY NEPEAO3UPOBKE.

IMpenapar seibopa: kaasuuTpuon 1,25 (OH), ;5

J¢dekT HacTynaer yepes 1-2 cyTOK H npoAOMMKaeTcs 2-3 CyTOK.

Hoza 0,25-1 Mkr/cyT, B 2 npuema (1032 KOPPEKTHPYETCH A0 AOCTHKE-
HUA HOPMOKa/IbLIUEMHUH).

YpoBeHb KalbLMs B CHIBOPOTKE HYXKHO NOAAEPKMBATh MOCTOSHHO
(npodunakTHka MoyekaMeHHOH GonesHu).

Ans yMEHbIUEHHA NOTEPb KalblMA C MOYOM Ha3HAYalOT XPOPTHA3MA
WK T’HAPOXJIOPTHA3KA,.

OcHoOBHbBIE 3TANbI AHAFHOCTHKH THIONApATHPE03a

Anamues. Ob6paTuTe BHUMaHHE Ha HanWyke xano6, cBHUIETENHCT-
BYIOHLIMX O FHIONapaTHpeose, B YaCTHOCTH, — NPUCTYNHI CyA0por (4acToTy U
IUTHTENBHOCTD, MX JIOKATH3AUMIO, PacTipOCTPAHEHHOCTh, INTHHHYECKUE OCO-
6eHHOCTH, MPUUKHBI, CNIOCOOCTBYIOWINME WX BOZHHKHOBEHHIO, 8 TaKKe HAIH-
Yyue MpegBeCTHUKOB CYNOpPOr); TIOBBIUEHHYIO YTOMIAEMOCTh, cnabocTh; na-
pecTe3un u 6ok B KOHEUHOCTAX, MOACHUYHOM M KpecTUOoBOHK o6macTh, mo-
3BOHOYHHKE, CKOBaHHOCTb; YYBCTBO THKECTH BO BCEM Tejle, MOJEpruBaHre
TPy MBI, MOBBIIIEHHAs YyBCTBUTEIBHOCTE K XONONY; FONOBHax Gons,
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CHIDKeHHe NaMATH; Gosb B 0OnacTH cepia, KUBOTA, AUCNENCHYECKHE ABNIE~
HHA, CYXOCTh KOXH, BbillaleHHe 3y60B.

BLIACHAKOTCA MPHYHHBI BOSHUKHOBEHHA 3aboneBaHna. CHMNITOMSBI M0~
BBIIIEHHOH HEpPBHO-MbILIEYHOH BO36YIHMOCTH MOTYT MOABHTHCA uYepes3 He-
CKOJILKO 4acoOB M0C/i¢ CTPYM3KTOMHHU HITH CITYCTA 1 — 2 Heaesn nocne Hee.
VYToyHseTcs AMHAMHKA 3a060/1eBaHHA, BO3MOXHOE HAIMYHE NAaTeHTHON TeTa-
HHM, BBIICHAIOTCA aKTOphl, COCOOCTBYIONIME pa3BUTHIO TeTaHHU. [Tpu Ha-
JIFYMY B aHAMHe3€ CTPYMIKTOMHH MPOBOJMTCA ONPOC MO CHCTEMaM ANs Bbl-
ABMIEHUA BO3MOXHOrQO FMMOTHpeo3a (3106KOCTh, COHJIMBOCTb, 3amop, CHHXe-
HUE NaMATH H Jp.). YTOUHSIOTCS APYTHE BO3MOXHBIE MPHUMHBI THMIOKAb-
unemun. Eciu GoneHOM nonyyan paHee Kakoe-nubo nedeHHe, cnenyer Bbl-
ACHHTb KaKu€ MMEHHO JIEKaPCTBEHHbIE CPEACTBA OH NPUMEH, HX dpdek-
THBHOCTb.

Obvexmuenoe uccnedosanue. O6palnaercas BHUIMaHHE Ha COCTOAHHE
KOX1 U ee npuaarkoB (61eIHOCTb, CyXOCTh KOXH, BBIMAJEHHUE U JIOMKOCTD
BOJIOC, MOTyCckHeHue Hortei). [IpoBepAIOTCE CUMMTOMBI, CBHIOETENBCTBYHO-
HIHe O COCTOSHHM HEpBHO-MbILieyHOH Bo36ymumocTH (Xsocrteka, Tpycco).
Hccnenyercs COCTOSIHHE CepOeHHO-COCYAMCTOM, AbIXATENbHOH, MULIEBapH-
tensHOM cHcrem. Ocoboe BHMMaHWe chenyeT o0OpalilaTb Ha HEpPBHO-
NCUXHYECKYIO JEATENbHOCTD, SMOLIHOHANBHOE COCTOAHME, HACTPOEHHE — MpPH
rUNOnNapaTipeo3e 4acTo OTMEYAIOTCs IMOUMOHANbHAd HEYCTOHYHUBOCTD, NO-
JaBNEHHOCTb HAacCTPOEHHs. BBLISCHAETCA HaiM4YHe CHMATOMOB THMOTHPEO3a,
napeza rojocoBbIX CBA30K, MPOABIEHUH ayTOUMMYHHBIX 3aboneBaHu#i, Ha-
PYLUCHHH MEHCTPYaANLHOrO LMKIIA H CHMITTOMOB IHIIOKOPTHLIM3MA.

HononnumensvHsie uccneoosanua. Hapaay ¢ oOmmmy KIMHHYECKHMUA
uccefoBaHHAMKE Yy GOMBHBIX C THIIONApaTHPEO3OM ONpPEAesIoT ypPOBeHb
KalbLUUn U HeopraHudeckoro ¢ocdopa B KpPOBH, COHEpKAHHE KanbluA W
doctopa B Moue. HapyueHue kansuueso-docopHoro obmena spiasercs
XapaKTepHbIM MpOABNEHHeM rumnonapatupeosa. IIpn nerkoit popme runona-
parHpeo3a HccieoBaHHe YPOBHA KaibLMs B KPOBH M MOY€ HE MO3BOAAET
cenaTh 3axio4eHne O 3a60/IeBaHUK, B 3TOM Cliyyae PUMEHAETCA NPOBOLM-
pyrolas M’HMNoKanbUMEeMHIO poba ¢ acTpaauona 6eH3oarom unH npoba ¢ na-
PaTHpPHMHOM c HccieloBaHHeM imupeHca docdopa.

Onpenenednyio uHpoOpMaUMIO O HANIMYMM TUIOMapaTMpeO3a AaeT
anexkrpokapauorpadus (ymwmHeHnve uHtepsana S — T, usMeHeHue 3ybua P u
komruiekca QRS, HanuuKe y4acTKOB HLUEMHH).

PelaromumMy npH3HaKaMH FHIIONApaTHpeo3a ABNAIOTCS APUCTYNBI Cy-
JOpOT, FTHIMOKAIBLHEMHS 1 THNOKAIBUMYPHS.

HNepBuunbiii rANepnapaTrpeos (IIT'TIT)

[TTIT - naubGonee wacrad NpHYHHA runepkanbudemud. [latonorus,
Haubonee xapakTepHas 4ng B3pochbiX. [Tk 3a6oreBaeMOCTH IpUXOAUTCA HA
60-70 net. PacnpoctpaneHHOCTD - 0,05-0,1% (keHIMHBIMY*)4YHHB = 4 : 1),
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3THOJIOTHA

1. AneHOMB! MapalMTOBHIOHBIX Xkele3 (OAHHOYHEIE WAH MHOXECTBEH-
Hble, y 80-85% GoNBHBIX).

2. I'uneprutasus napalliuTOBHIHBIX xene3 (20 20% GonbHbIX).

3. Pak napatMTOBHIHBIX *Kene3 (10 1% cnyuaes).

Sra natonorus (0cobeHHO 1, 2) MoxeT GbITh Kak CIIOPaZHYECKHM 3a-
foneBaHHEM, TaK M CeMeHHBIM (C ayTOCOMHO-ZOMHHAHTHBIM HAac/ieNOBaHU-
em).

ITaTorenes

TIpu 3TOH NATONOTMK HAPYLIAETCS MEXAHW3M IMONaBJCHHA CEKpPEeLMH
ITTT B oTBeT Ha runepkanbLvemuto. ITopor YyBCTBUTENBHOCTH K KaAbLHIO
NPH 3THX COCTOSHMAX MOBBILIEH B CPABHEHHMHM C HOPMOIi unu Boobiite oTCyT-
ctByer. Kak cneficTBHe - KAETKHM CEKPETUPYIOT MOBBILIEHHOE KOJNHYECTBO
ITTT. ITTT" ycxopser pe3opOuUHIO KOCTHOH TKAHH U YCHUJIMBAET BbIMBIBAHHE
KaibUM¥A W3 KocTed M MpHMBOAMT K runepkaisuuemud. Kpome toro, ITIT
CHHXKaeT pe3opOumio ¢pocdara B MoUKax, 4To MPUBOAHT K dochaTypHu H ra-
nodocgareMuu. Ycuaupaercs KaHanbuesas peaGcopOuna Kanbuws, HO 3TOT
sddext ITTT HuBenupyercs moBbilUeHHEM Kiy6o4KkoBOi QuibTPaunH Kanb-
uus. BeiencTeue runepkaibiMeMHH YBETHYHBAETCA IKCKPEUHA KaNbUMA C
mMouo#. HMs6eitoxk ITIT ¥ runogocharemus ysenHunsalor cuntes 1,25
(OH),[0; B novYe4HBIX KaHAIbLAX, YTO YCHAMBAET BCacbiBaHME KanblLMi B
KHLIEYHHKE, NMpUBOAsLIee K eule 6onee BHPAKEHHON runepkanbLHeMHH (y
40-60% G6OABHBIX).

Knnauveckune uposiBieHns NEPBUYHOr0 runepnapaTHpeosa

Co cmopons: I[HC: yromasemocts, chnabocts, ronosHas 6onb, ne-
NPECCUA, HAPYIIEHUE NAMATH, JEMEHLHA, TICUX03, KOMA.

Co cmoponsyt Mytuy 1 Cycmagos: MUONATHA, NOAArpa, NCEBAONONA-
FPa, XOHAPOKAIbLHHO3, S3PO3UBHBIA FracTpHT.

Inaza: xarapakra, OTNOXKEHHA KaNblUMs B MOBEPXHOCTHEIX CNOAX PO-
FOBHUBI H HiepeaHeli NOrpaHHYHOM NIACTHHKH.

Cepoeuno-cocyoucman cucmema: apTepyanbHas TMOEPTEH3HA, apHT-
MHH, OOBI3BECTBACHHA CEPALA U COCYAOB.

Co cmoponnt JXKKT: s3eHsas Gonesnb (NpeHMYyLIECTBEHHO 12-
NEPCTHOR KHINKH), KeMyHOYHO-MHUWEBOAHMN PEePRIOKC, KeTieKaMeHHanA
6one3nb, 3aM0p.

ITouku: nonvypus M XaKAa, CHIOKEHHE KOHLIEHTPALHOHHON crnocob-
HOCTH MOYEK, MOouekaMeHHasx 6one3Hb, HePPOKWIBLMHO3, MOYEYHBIA Ka-
HanbLEBBIR aUMI03.

Cxenem: octeonopos, KOCTHbI€ KHCTHL, Oyphie OMyXONH, OCTEOCKe-
po3, ocTeoMansALus.

Ipouue nponenenun: aHeMna, AMXOpanxa.
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B 50% cnyuaeB 3aboneBaHue MOXeT ObITh GECCUMITTOMHBIM. Y MoJiO-
abix GONbHBIX KWIKHAYECKaA KapTHHA HE COOTBETCTBYET TAXECTH MMIEpKasib-
LHEMHH.

Takesnele nmopaxeHus koctelt (GUOPO3HO-KUCTO3HBIA OCTUT, 3aMellie-
HHE KPOBETBODHOH TKaHH KOCTHOTO MO3ra COSAWHHTEILHOM TKAHBIO) B Ha-
cTosiIlee BpeMs BCTPEHAIOTCS pexe H valle y GOJbHBIX C TOYeHHOH HeaocTa-
TOYHOCTSHIO.

Ang noaTBepKAEHNN AHATHO32 MOKA3aHO: OHOINCHA KOCTHON TKAHH
(MCTOHYEHHME KOMNAKTHOrO BellecTBa TPYOUaThiX Kocted, kuctH, Oypeie
OMYXOJH: 04arH 3aMeILeHHA KOCTHOM TkaHi HHOPO3HON TKaHBIO ¢ OOMBIUHM
KO/IMYECTBOM OCTEOK/IACTOB U MakpodaroB, Harpy>KeHHbIX FEMOCHIECPUHOM).
Y 1/3 GoMBHBIX BBIABJIKETCA OCTEONEHHA, ASHCHTOMETPHA KOCTef - CHiDKe-
HHME TUTOTHOCTH KOCTHOW TKaHu (yBesMueH PHCK NEpeIOMOB), MOBHILIEHHE
aKTHBHOCTH LenouHol gocdarassl U ypoBHS OCTEOKANLUMOTOHHHA, HANM-
4ne MoYekaMeHHOH Gone3Hu ik HedpokanbLMHo3a (40-50% GonbHBIX), Ha-
JIHYUE apTepUaANBHOR THITEPTOHUH.

JlaGopaTopHast AMArHOCTHKA: rUnepkansuuemus (onpeneneHue
obtero u cBoSoaHoro kanbLug). Y GONBHBIX C MOBLIEHHBIM yposteM ITTT
KOHLUEHTpalus ¢CBOGONHOTO KABLIUA MOKET ObITh HOPMAIBLHO#, YTO HasbiBa-
€TCH HOPMOKA/TBLMEMHUYECKHM TMIepnapaTupeo3oM (MpU mouyewHol Hepoc-
TATOYHOCTH, HAPYIIEHHH BCACHIBAHHA KallbliMA B KUIIEYHHKE, aBUTAMHWHO3E
I, Ha paunux craauax 3ab6onesanus);, yposeHb IITI B chiBopoTKe ompene-
JIAOT UMMYHOPaJHOMETPHHYECKUM MeTonoM, MetoiaoM HM®A. Hamepeuue
ypoeHs IITI" B couetannu c usMepeHweM ypoBHA obmero m csobomHoro
KanpUus JOCTATOYHO LUis noctaHoBku auarHosa IIUTIT. onpenensior ypo-
seHb obuiero M HedporeHHoro UAM® B Moue g oueHky BauaHuA ITTT Ha
NOYKH, YPOBEHB KalbLUA B MOYE - OBIBAET HOPMANBHBIM WM MTOHWKEHHbBIM,
runodocaremMus - obycmoBneHa CHWKEHHEM MOpora KaHanbleBoi peal-
copbuuu doctara, yeenmueHue oTHomeHUA xnopui/docdar B CHIBOPOTKE
(N <32).

IIpexonepanuonHoe HCCJIe0BaHKe NMapalMTOBHAHBIX Xene3 - Y3H,
KoMibtoTepHas ToMorpadus, MPT, cy6TpakunonHas cuxuHTHIpadua, daroo-
porpadus.

Jleyenne: abconiomuoe noxkasanue X onepalMy - CHMATOMBI TUnep-
KanbUAEMHH M THNEpKaNbLUMeMus, BbIsBIAeMas GMOXHMHYCSCKH, npH Gec-
CHMIITOMHOM Je4YEHHH BHIGHPAIOT MEXIY ONEPATHBHBIM M MEIHKAMEHTO3-
HbIM feveHueM. IlpennoyuTuTensHee - XUPypPrudecKoe AcHeHHE.

IToka3aHHA K XHPYPTrHYeCKOMY JIEYEHHIO: KIMHHYECKHE NpOABIC-
HUA rurepkanbuMeMny, KOHUECHTpaUUs o6u1ero KajibLiiA B CBIBOPOTKE Ha
0,25-0,4 MMonb/NI MpeBBIIAET HOPMY [UIA JAHHOM BO3PAcTHOMH rpynmel, ru-
nepxanblHeMHYecKUe KpU3B B anamuede, cHmxkeHHe CK® Gonee, uem Ha
30% no CpaBHEHUIO ¢ HOPMOM IJisi AaHHOM BO3pacTHOHM rpynmbl, MoO4Yeka-
MeHHas GonesHs, NOATBEP)KACHHA! PEHTIEHONOIHYECKH. CHH)KEHUE MACCEI
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Kocte# 6ostee ueM Ha 2 CHIMbI OT BO3PAaCTHOM HOPMBI, CYTOYHas IKCKpEUus
Kansuus 6onee 10 Mmone, Bo3pacT o 50 neT, HEBO3MOXKHOCTB JIMTEALHO-
ro HabntoaeHus 3a GonbHbIM.

Panmcanbl-loe JleHUeHHe: MapaTupeo3KToOMHA C HEMEIUICHHOH ayTo-~
TpaHCMIaHTAUMEH 4acTH M3MENBYEHHOH NapaTHpPeOMAHOH TKaHH B MBI
Apennneyss.

Ha 1-2-e cyTku nocie onepaun Habnomaercs 6ECCUMITTOMHANA MHIIO-
Ka1bLHEMHS.

Ocno)kHeHus: CHHAPOM TONIOAHBIX KOCTel, CTOHKUI runonapaTupeos,
MOBPEXAEHHE BO3BPATHOrO FOPTAHHOTO HEPBA.

HNannuaTHBHOE jeYeHHe: MPY rMNeprnasid Wi aneHoMe OQHOHR Xe-
Jie3bl YAAnsIoT TOJABKO MOPAXEHHY!O XKene3y, MpoBoasT 6GHoncuio, nccaeny-
OT 3aMOPOXEHHBIE CPe3bl.

}Ipyrue HHBa3HBHbLIC METOADb! JICHEHHA. BBCACHUE PCHTICHKOHTpaA-
CTHBIX CPEACTB B apTepHH, NUTalOLHE MapaillUTOBHAHBIE Xefe3bl, upe3-
KOXHOE BBEJCHUE 3TaHONA B aJE€HOMY MAapalLMTOBHAHBIX )KEME3 MNOA KOH-
Tposiem Y3U.

MeankamenTO3HOE leueHHe Ha3HA4AIOT nocae 6e3ycnewHoi onepa-
LMK MK OTKa3e OT Hee: HasHavaloT docdatsl (B nepecyere Ha dpocop) B
nozax 0,5-3 r/cyr. IlpotuBonoxa3aHo MpY: NO4EYHON HEZOCTATOMHOCTH,
KOHLIEHTpaLMK obLIero Kanbuus B CHIBOPOTKe Oonee 3 MMONB/N, nernapara-
uuu. Hepenko BBeaenue docdartos noswiaet yposenn IITT u MoxeT npu-
BeCTH K 00pa3oBaHuio NOYEUHbIX KaMHe# 13 docdaTa kaNbilHA, ICTPOreHs! B
CO4eTaHUW ¢ nporecrareHamu (Y >KCHIUHH C MEPBHYHBIM THNEpRapaTHpeo-
30M B MOcTMeHonayse), mudochonarsl (NOAABNAIOT pe3opOuUIo KOCTH).
BHyTpHBeHHOe BBemeHHe taMuapoHaTa Hatpua (60-90 ner) Hopmanmsyer
YPOBEHb KanbUHA HA CPOK IO HECKONLKUX HENEAb.

IepBuunblii runcpaapaTHpeos y Aeteli BcTpedaerca peaxo. Ham-
6Gonee 4acTan NpuUYHKH2 Yy AeTel, NPHBOAMIUAR K ITOH NATONOTHB - IH-
nepnnasun, koropas HabatonaeTcn NMpH TAXKENOM CHNEPNapaTHpeo3e
nopopoxaenunix ¥ MOH Tunos I u Ila.

MMatoreHernveckne # GHOXMMHUYECKHE MpU3HaKy 3aboneBaHna Te Xe.
Jleuenne MITIT u TAKENOr0 rHNEPNApPaTHPEO3a HOBOPOXACHHBIX - XHPYP-
THYeCKoe (PAIMKAIbHOE H NAIHATHBHOE).

Bropuunslit runepnapatupeos

Ecan ocreoManiuusa o6ycnoBieHa NpHOOpPETeHHON pe3HCTEHTHOCTHIO
k I1TT, T0 runokanbLUMeMHA CONPOBOXKIaeTCH nosbilieHueM yposha IITT, ¥o
€CTh BTOPHYHBIM FHINONAPATHPEO3OM.

BTopHuHblif rUnepnapaTHpeo3 MoXXer HabmoaaTbcs TOraa, KOraa Bu-

TaMHH D He CTHMYJHpYET HIH HEAOCTATOYHO CTHUMYJIHpYET pe3opOumio ko-
CTHOH TKaHH.
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Ipn nepuumure sutamuda D Bcerma otmedaerca runodocoaremus
(uto mudPepeHUHPYIOT C rHNONAPATHPEO3OM H HapylleHHAMH, OB6YCIOB-
JIeHHBIMH pe3ucTeHTHocTsIo K ITTTD).

3abonesanus, CONPOBOKAAIOWHECA BTOPHYHBIM THIIEPHIApaTHPEO3OM:
(eoxpoMonMTOMa IIHTOBUAHOM KeMe3bl. NOYEYHAd HEAOCTATOYHOCTb, pa-
XHMT ¥ OCTEOMANALMA, BLI3BaHHBIE BHTaMHHOM D, x-cuennenHsiii runodoc-
(aTeMMICCKH paxHT

- MiceBAOTHMONapaTHpeo3 TUNoB 1a, 1., lc.,

BropHuHblii runepnapaTdpeos CONPOBOXAAETCA THMOKANbUHEMHER,
XponHueckad runokanbiUHeMHs H pesucredtHocts k 1T mpusonsT k ero
THAEPCEKpENMH K 0OPaTHMON FHNEPNNa3sHK NapalMTOBHANHBIX kene3. [Tpu
TAKEJIOH NMOYEHHOH HEAOCTATOMHOCTH H YPEMHMH BTOPHUHBIN rHNepnaparu-
Peo3 MOXET BLI3BATL THNEPKAILLHEMHIO. BTopuuHbIii runepnaparHpeos ¢
rHnepkanbuMeMHed BCTpeYacTcs Npu DJHTENLHOM JICYEHHH X-CUENSIEHHOro
runogocdaremueckoro paxura npenapatamu ¢pocdopa 1 euTaMuHa D.

OcnoBHbIE 3TANB AHATHOCTHKH THNEPNapaTHPeo3a

[pyt AnHTENEHOM TeYEHHH U Mano3(exTUBHOM JIeHEHHH NOAHAPTPH-
Ta, PaAMKYJIHTa, NO4Ye4yHO-KaMeHHOH 6onesHu, HecaxapHoro auaGera, A3BeH-
HO#t 6onesHun XeaynKa, 3/0Ka4eCTBEHHBIX HOBOOOpasoBaHHii kocrteli Heob-
XOAHMO YUHTBHIBATL BO3MOXHOCTE HATHYHSA FHIIeprapaTHpeo3a.

Anamnes. XapaktepHsl xanobbt Ha cnabocts, 6016 B KOCTAX, BuINane-
H{E 3M0POBBIX 3yOOB, CHH)KEHME MacChl Tefa, MOMHAMNCHIO, MONNYPHIO,
CTMIOHTaHHBIE MEPEJIOMbI KOCTEH, aHOPEKCHIO, METEOPHIM, ACTEHMIO, aluHa-
MHIO, OEMNPECCHIO, pPa3ApakMTENbHOCTb, COHIHBOCTb, afnaTHIO, YTOMAse-
mocTb. OGpalliaeTcs BHHMaHWe Ha NTHTENBHOCTD TeueHus 3aboneBaHus, Bbi-
ACHAIOTCA 0COGEHHOCTH ero TeuHeHWA, NMpHYHHL 00OCTPEHHA, OLEHNBAETCS
30 GEeKTHBHOCTb MPOBOAUMOIT TEPANHH.

Ob6vekmusnoe uccnedosanue. Obmee cocroaHue GONBHBIX TUMEpMa-
PaTHpEO30M 4allle BCEro TsKeJNoe, MOJIOKEHHE B IOCTEJIH BbIHYXAEHHOE,
HHOr#a omnpefensercs aedopMalds yepena, rpyaHOR KIETKH, MO3BOHOYHU-
Ka. XapaxkTepHbl YTHHasA [IOXOAKA, MOHM)KEHHbIH TYProp MbIHILL

DyHKUMOHANBEHOE COCTOSHUE OpPraHoB KpoBooOpallleHHs: oOpaiuaercs
BHMMaHHe Ha BpaauKapaIuio, apTepHanbHyO FMIIEPTEH3UIO, YKOPOYSHHE HH-
tepana S — T Ha OKI, oTnoxeHue kaabLiug B cocyaax. Bo Bpems uccneno-
BaHHA OPraHOB MHUIUEBAPEHHS MOXHO BbISBHTH MaCTPOLYONEHHT, A3BEHHYIO
6os1e3Hb, NAHKPEATHT, MeNaTUT, HAIMYUE CIIOHHBIX KaMHEH.

IToutn y kaxaoro GONBHOro THNEpnapaTHPE03OM OTMEYAlTC Hapy-
HreHus QYHKIHY TOYEK B BHAE ITOYEYHOH KOJTHKH, NONHYPHH, THIO- H U30-
CTEHYPHUH.

HiaMeHeHHa B HEPBHO-TICHXMYECKOIt cdepe NposABRAlOTC denpeccuei,
MOHM)KEHHEM NMAMATH, MblleuHOH cnabocTbio, aTpodHel MBbILLIL, CHHKEHH-
€M CYXOXHIIbHBIX pedlieKcoB.
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Hdononnumensusie uccnedosanus. Y OGONBHBIX runepnaparipeo3oM
Ha PeHTreHOrpaMMe OIpeNesieTCss OCTEONopos, CybneprocTanbHast pe3opo-
1M1 KOCTEM, 0CTEOCKIIEPO3 B COYETAHHH C OOBI3BECTBIEHHEM MATKHX TKAaHEH,
SMYNKCBI, KHCTH KocTei, He)ponuTHas. AJEHOMY NapalllHTOBHIAHBIX XKeJie3
MOJKHO BBUIBHTBH C MIOMOILBIO aHrHOTrpaduu.

JduarHo3 runepnapatipeo3a NOATBEPKAACTCA oOHapyKeHHeM rumnep-
KanbLHeMHH, rHnodochaTeMHu, MOBBILICHHEM YPOBHSA MapaTHpHHa.

Ju¢depennupoBaTh runepnapaTHpeos CeAyeT ¢ MHEIOMHOH H Mo-
4Ee4HO-KAMEHHOH OO0JIE3HbI0, TI'OPMOHAIBHBIM OCTEONOPO3OM, OIYXObIO
(capkoMmoit) FOunra, aepopmupyromum ocro3oM (Gonesnbto lemxera), me-
TACTAaTHYECKOH KapLMHOMO# kocTel, 6onesnbto Onbpaiita (pubposnod oc-
TeoAUCNasHel), a Taioke ¢ 3a60/1eBaHHAMHU, CONPOBOXKAAOLMMHUCA NOIH-
YpHEN, runepkanbLueMucii ¥ runepKaibUBypHeil.

Jleyenne _

BTopuuHeIii runepnapatipeos NpoxoauT Nocse HIEHEHHS OCHOBHOTO
3aboneBaHus. MeIHKaMEHTO3HOE JiedeHHe MOXKET ObITh HA3HAYEHO JHIAM
crapiue 50 JjieT ¢ yMepeHHOH runepkajibUHeMiel, HOPMAIbHBIM WM HE3Ha-
YUTENbHBIM CHIDKCHHEM MAcchl KOCTe H HOPManbHOW HAH HE3HAYUTEABHO
HapyLueHHo# dhyHKIMeH nouex.

HHubexuny GoblIMX KOMHYECTB PEHTTEHOKOHTPACTHLIX CPEACTB B ap-
Tepuu, nutarowme ITHIDK.

Ilporuos

Tpu norpanmuHbIX cocTosHugX (paxuTt, ciasmodunua) - GnaronpusT-
HBbIH.

TlpH nepBHYHOM MNIM BTOPHYHOM FHIEPNApaTHPEO3e 3aBUCUT OT CTe-
MEHH THKECTH, XapaKTepa NopaxeHHs, BHIOPAHHOrO METOAA JICYEHHS H BO3-
pacta 605bHOro.

I'unoranamo — runogusapuas HEAOCTATOYHOCTH

T'unoranamo-runogusapHas HEAOCTATOYHOCTH HJIM THIOUMTYHTA-
PH3M - KITHHUYECKHIT CHHAPOM, 0OyCHOBREHHBIA TOPMOHANLHOH HEROC-
TaTOYHOCTBIO THNOGH3a WIH Trunoralamyca M  CONMPOBOXAAIOLMICA
BTOPUYHON runoQyHkumeil, runonnasuei u  arpodueiil  nepudeprye-
CKUX 3HAOKPMHHHIX Jefe3. B CcBasM ¢ MHOrorpaHHoél posibio runogu-
32 B pEryjsiMH pa3liMyYHbLIX >XM3HCHHBIX I[IPOLECCOB B OpraHM3Me H
TOPMOHAIBHOK AaKTHBHOCTH 3HIAOKPHHHBIX JKeflie3, HNOQYHKLUHH €ro,
yMEHBIICHHE CeKpelWM TeX MM KHEIX, a TeM Oojiee Bcex runo¢usap-
HBIX TOPMOHOB BBI3HIBAET BECbMa CIIOXKHEIC W3MEHCHHA B OPraHu3Me,
OTANYAIOIHECA TOMMMOPPH3MOM H  PalMYHOH CTENCHBIO TAXKECTH.
VMerh AMarHOCTHPOBATH pa3nu4YHbie (OpPMBI HATOJOTHH THIOTAJNAaMO-
runogusapHoil cHUCTEMBl, YIUTHBaAd 3(Q@EKTHBHOCTL MAaTOrEHETH4ECKOro
JIEYECHHS, BECbMa BAXKHO.

KnuaMueckne MpOsABICHHS 3aBHCAT OT HMeloilerocs neduunta rop-
MOHa U Bo3pacta pebeHka.
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Hanpumep, CTT y rpyapsix mereii GeIBacT fpUHHHON FHMOTITHKEMUH
rononatus: B NyGepTaTHOM BO3pacTe - 3aJiepKKH POCTa, Y B3POCIHBIX - MOp-
IIMH BOKPYT PTa H Fa3, OTAOXKEHHUs JKHPa B NIOAKOXCHO-)KHPOBOH KiieTHaTKe
U CHHXCHMA MAaCcChl MBILILL.
JTHOJIOTHA: HAHONATMYECKHH THNONHTYMTapH3M; ATPOreHHbIH
THITONMTYHTAapH3M (OT NMEPENOZUPOBKH TNIOKOKOPTHKOHIOB HAH KaK OCIOXK-
HeHus JIy4eBOii TepanHH); AHOMAJNHH PAa3BHTHA W 3aboneBanHs wWMTO-
BHAHO# Xxexe3nl: a) annazua runodusa, 6) cenroonTHUeckas AHCNNA3KA -
aeduuyt CTT, aHOMaNHK 3pUTENBHBIX HEPBOB, areHe3Hs MPO3payvHoii nmepe-
ropojiku, B) rofonpo3zsHuedania - HermojsHoe pasaeneHne GoAbWHX NOXY-
urapuii roJIOBHOrO MO3ra B COYETaHHM C AeEeKTaMH NHUEBOro 4epena, r)
cunapom KansmaHa - H3ONHPOBAHHEIH ACPULHT FOHANOTPONTHLIX FOPMOHOB:
AHOCMHA WM THNOOCMHA, AeeKThl AUUEBOro Yepena, i) YepenHo-Mo3ropas
TpaBMa.
Onyxonu zunomanamyca u zunogusa
A. Kpannogpapunraoma. OTCYTCTBYET HAH CHIIBHO CHHKEHA CeKpe-
uMs ropMoHoB aaeHorurniodusa. IlopaxeHue neliporunogusa NpUBOAMT K
PasBUTHIO HecaxapHoro auabera. IlposBnieHHA 6GonesHu: HU3KOPOCAOCTS,
oxxupene. Ha peHTreHorpamme yepena BbIABAAIOTCA Cynpa-1 HHTpacensp-
Hble KanbUM(HKATE, 3PO3US CTEHOK WK YBEJIHYEHHE Pa3MepoB TYPeuKoro
celnta, HapymeHue 3peHHa. OTMedaeTcs OTCTaBaHMe KOCTHOTO BO3pacrta oT
nacnoptHoro. HU3KopocnocTs, 0MHpEHNE, OTCTABAHHE KOCTHOTO BO3pacta
OT MAcCHOPTHOTO - MOBOJ AJIA MOAO3PEHHA Ha KpaHHopapuHriuomy. b. Iano-
Ma 3puTenbHore Hepsa. B. XpomodoGuas axenoma rumoduia. I. Acr-
pouxtoma. JI. Tluneanoma. Ilepsuunbiii CHHIAPOM TYpPeUKOro ceana:
Aepunur CTT wnu JIT 1 OCT, npexaespemensoe noaoBoe pa3BuTHe.
Jla6opaTopHas AMATHOCTHKA HAWHONATHYECKOKO MUTYHTYPU3MA
OcyluecTBidercs MyTeM MOCTAHOBKH CTHMYJSIHHOHHBIX npob ¢ au-
6epHUHaMH.
TpakroBka (ecnM rHNONHTYHTYpU3M oOycioBneH AMchYHKuUME ru-
NnoTanamyca) pesynsTaroB:
1. Ilpo6a ¢ muponubepunom - nocne BHYTPUBEHHOTO BBEACHHA NpPO-
THpenuHa konuentpanua TTI Bo3pactaer A0 HOpMBI, HO NOBbILIE-
HHE KOHLIEHTPALMM 3ama3fibiBaeT Ha 30-60 MuHyT

2. Mpoba c zonadonubepunom: NOCNEe HEOXHOKPATHOrO BHYTPHBEH-
HOTO HJIM NOJKOXHOrO BBEASHHA FOHANOPEIMHA yAaeTca CTHMYAH-
poBath cexpeunio JII' u @CI'
3. IIpoba c comamonubepunom - yposenr CTI Bo3pacraeT He3Ha4M-
TENbHO WM HE BO3pacTaeT Nocie BBEACHHA COMATOpEIMHA

4. fIpoba c xopmuxonubepunom: nocne BBEACHHA KOPTHKOPESHHA
TpudiryTara B no3e 0,9-1,8 MKI/kr BuI3biBacT ObicTpoe (Yepes 5 Mu-
HYT), AJIHTENRHOE (COXPAHAETCA B TeUCHUE 3 YacCOB) M BIPKEHHOE
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- nosbimenne AKTT. Cexpela KOPTH30/1a YCHAKBACTCA MEHBIIE,
YEeM B HOPME M 3ama3AbIBacT BO BPEMEHM.

IIpo6a mnpurogHa mna AH(depeHUHANBHOTQ AMarHo3a xeduLMTA
AKTT runotanaMi4ecKoro # runogu3apHoro NpoOHCXoKICHuU.

Juddepennpanbnuas AUATHOCTHKAR H30MMPOBaHHOrO AcepuuMTa ro-
HAJOTPONHBLIX TOPMOHOB H KOHCTHTYUMOHAILHOMN 3af€pKKH MONOBOrO pai-
BHTHA Y MaJIbYHKOB.

H3onupoBaHHbli AePHIAT roHAROTPONHBIX FOPMOHOB 00ycaoBAeH
BPOXMHCHHBIM HAPYIUCHHEM CEKPELUMH roHaaonHGepuHa, HHOTAR - BPOXKAEH-
HOH WM NpHOOpETeHHOR HEeAOCTATOYHOCTHIO FOHAAOTPONHBIX KJIETOK ane-
Horunopn3a. Beper k 3aaepike MONOBOro pasBHUTHA W MPOABJIAETCA CHM-
ATOMAMH BTOPMYHOr0 FHNOrOHaAH3MA.

Buoxumuyeckne npu3naxyu: cHibkeHHe yposns JII, @CI' u TecTocTe-
poHa.

BpoxpeHHbifi H30MMpoBaHHbIH AePHUNT FOHANOTPONHHIX TOPMOHOB
Moxer Oute 3a0osiecBaHMEM, @2 MOXKET COYETATHECA C APYrMMM AHOMANHAMH
pasBuTUA (roaonpossHuedanueil, OMHOCTOPOHHEH areHe3ueH NOYKH K Ap.).

ITpumep - cunapom Kanbmana (BTOpUYHBIHR FMNIOTOHAKM3M H aHOCMHA
HIM FUIIOCMMA, WHOTAA pacHienuHa TBepAaoro Heba u apyrue pedexrs mmua
110 CPeJHHHOH JTHHHH).

~ KoHcTHTynHOHANbHAA 3aAePiKKa NOJOBOrO pa3BHTHA - BapHaHT
Hopmel  (oOycmoBneHa  3anasjBIBAHHEM  aKTHBAlMH  MIOTANAMO-
runodu3apHO-roHafHO# CHCTeMBb!). YPOBHH FOHAZOTPOITHBIX FTOPMOHOB, JIT',
®CT u recrocrepona cHyKeHs!. H3-3a 3TOr0 nofoBoe pa3sBUTHE HaAYMHAETCA
B 15 ner u no3zxe.

OnpepeneHne TONBKO ypOBHEH YKA3aHHbIX BbILIE FOPMOHOB W CTHMY-
JIALUMOHHEIE NpoObl ¢ AUOepuHaMy HE AAlOT TOYHOTO OTBETA,

A, Hmeetcs cunTeTddeckuit aHanmor ronanonubeprHa - HadapesuH, .
BBEJIeHHE KOTOPOro OJHOKPATHO MOAKOXKHO B 03¢ | MKI/Kr NOBBIIIAET YPO-
BeHB (M3MepseTcs depes 30 MuH - 4 yaca B TeYeHWUE CYTOK) FOPMOHOB Y
GONBHBIX ¢ KOHCTHTYLMOHANLHON 3alepIKKON [OJ0BOrO PasBUTHR (B OT/IH-
que OT 6OJBHBIX C U3OMUPOBAHHBIM AePHLIUTOM FOPMOHOB)

B. Mpo6a ¢ XTI (BBOAST BHYTPUMEILEHHO B 0o3e 5 000 en/m” Ha 1, 3,
8, 10-e cyTku, onpenensioT ypoBeHb TECTOCTEPOHa Nepes 1-oii MHBeKUKeH 1
Ha 15-e cyTku).

KoHueHTpauus TeCTOCTEpOHA MOBHIIACTCS Y GONBHBIX C KOHCTHTY-
UMOHAJIBHOH 3aAep)KKOit NOIOBOI'O Pa3BUTHA.

s TowHoro nuarnosa HeoOXOAMMO NIPOBOAMTE [BE NpoOhHI ¢ rOHa-
nonuGepunom n ¢ XTI

rOpMOHaﬂbHO-aKTHBHble ONMYXO0JiH IOJIOBHOI'O MO3ra y ne’reﬁ

1. CTT - cekpeTupyoLIKe aieHOMB! TUNIOGH3a: THUFaHTHIM, aKpOMe-
rann. 2. Xpomodobrsie afgenomer runodusa (y mereit peaxo): TTT - cexpe-
THpYyromue onyxont, OCI - cekpertupyronine onyxoiu. 3. [IponakTHHOMEL,

65



Bricokult ypobeHs nponaktuHa MoxeT 6noxupoBars cekpennto OCI™ u JII &
TeM caMbiM BBI3BaTh BTOPHYHBIH runoroHanusm. 4. AKTI - cekpetupyro-
mMe ageHoMsl runodusa. 5. [InaeanoMsl.

OCHOBHbI€ 3TANbl AHATHOCTHKH THNOTAAaMO-THIOH3apHOH He-
AOCTATOYHOCTH

Anamnes

ITpu onpoce GonpHOrO crieyeT oOpalLaTh Ha BRIABICHHE H YTOYHEHHE
BCEeX XKanob, npaBuiibHas HHTEpHpeTalus KOTOPbIX MMO3BOJIET MOCTABHUTEH
IMarios 0 oOGBEKTHBHOTO HCC/IENOBaHMA, KOTOpOE, B KOHEYHOM MTOre,
JIMIUBG MOATBEP)KAACT €ro. JJONONHUTENBHEIE HCCMENOBAHHUA HOCAT BCIIOMO-
raTenpHbIl XapakTep.

Haubonee wacmwim u OCHOGHBIM NPOABACHUEM ZHROMATAMO-
2unou3aproii  HeOOCMAMOYHOCHI  AGNAEMCA  aCTEHOAAMHAMKYECKHM
CHHAPOM B BHAC TIOBBILIEHHONH GQH3MYECKOR M YMCTBEHHOH# YTOMJIAEMOCTH,
HapacTalollefi K KOHLy NHA, B TAKEMBIX cly4asX pe3KO BbIpaXKeHHBIA U npu-
obpetaromuit xapaxrep aguHamun. Heob6xomiMo Bceria yTOYHATE XapakTep
ofieit cnabocTi ¥ afMHAMHK: TIOCTOAHHAA HIIM MEPUOIMYECKH BOZHHKAIO-
[as, cMeHsemas BIIOJIHe YIOBIeTBOPHTENBHEIM H AaXe XOPOLIUM COCTOSHH-
eM. [locnegnee He cBOMCTBEHHO rUNOTaNaMo-runodusapHoit KEZOCTaTOYHO-
ctH. Tpyu seipaxxeHHBIX dopMax 3aboneBaHus obpaluaer Ha ceOs BHHMaHMe
CHIDKEHUE MHTepecoB GoabpHOTO, OTCYTCTBUE 3a60Thl, GecnokolicTBa 0 Gnn3-
KHX, POAHBIX, Ge3pasH4yHOE OTHOIUEHHEe K OKPYXaIOWHM, HCHYE3HOBEHHE
HMEBLIMXCA paHee YBICHEHHH (1UTepaTypoil, MysbIKo# H T. A.).

B npoyecce onpoca HeoO6XomAMMO MOMBITATHLCA BBIABHTH ABHBIC HIH
cnabo BeIpaXkeHHBIE HapylleHus PYHKUMH TeX HIW HHBIX SHAOKPHHHBIX e~
ne3 (yalle MOJIOBbLIX, 3aTeM IMUTOBHAHONW U NpH Gosiee THAENLIX dopmax —
Haano4eynukos). CHiKeHHe NMMOHIO, MOTEHUUH B PAHHUX cTamuax 3abone-
BaHUA MYKYUHB! OGBIYHO CBA3BIBAIOT HIIM C BO3PAacCTOM HJIM C TNiEpEeyTOMIIC-
HHeM Ha paboTte, XOTA Y JPYrHX JIMU aHAIOTHYHOrO BO3PAcTa M npofdeccuu
Kaxux-160 u3MeHeHHH nooBoi GyHKIMKU He HabnoxaeTca. Y )EHIMH pa-
HO HapyINaeTcs MEeHCTPYansHBIH LMK (ONHroaMeHopes). SIBHEIC CHMITTOMBI
FHTIOTMPEO03a, KaK U THIIOKOPTHLM3MA, BO3HHKAIOT NpH BhIpaXkeHHBIX (op-
Max 3abonepaHus. Cneanyer obpamarb BHUMaHHE Ha "mansie” cumnmomsl
2unomupeo3a, TaKue KaKk CHIDKGHHE aJanTalli¥l K TEMIEparype OKpY»Xario-
me# cpemsl (MOBBIUEHHAA 3A0KOCTH, MIIOXaA NEPEHOCHMOCTh XONOAA),
CKIOHHOCTH K 3amopaM (eciii 10 3TOro CTy 6bl1 HOpMaILHBIM), OTCYTCTBHE
GoapocTy no yTpaM, HHOTAA COHIMBOCTS AHEM. OHHM A3 CHMIITOMOB THIIO-
Tanamo-runodu3apHOi HEAOCTATOMHOCTH, CBA3aHHOW C BTOPWYHBIM TIHIO-
KOPTHIM3MOM H THIIOCOMATOTPONIH3MOM, ABNAETCA CHMXKEHHE Macchl Teia
(HecMOTpA Ha HANMYME FHMOTHPEO3a, NPH KOTOPOM Macca Tefta OGBbIYHO. Ha-
pacTaer), OIHAKO HANW4KHe W3OBITOYHON MacChl Tejla He HCKMIOYaeT THIIONH-
TyuTapu3M. OTME4aeTcs CKIIOHHOCTh K apTepHaIbHON [MIAOTEH3WH W CBiA-
3aHHOE C 3THM TOJIOBOKpPY)KEHHE npy OBICTpOH CMeHe MOosoKeHMs Tena M3
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TOPH3OHTAIPHOTO Ha BEPTHKAIBHOE. ANMETHUT NOHHKEH, OMHAKO HE HOCHT
XapakTep aHopekcHH. KlHorIa BO3HMKAET Nérkoe 4yBCTBO rosiofa (cBA3aHHOe
C THIOIMKEMHMeit), KOTOpoe CRICTPO NPOXOAHT NMOCHE MPHEMA HE3HAYHTEIb-
HOFO KOJMYECTBa IHIIH.

BecbMa BaKHO B MPOLIECCE GHAMHE3a GbIAGUML MPpUHMUKY 3a60/1€6a-
HuA, 1OCNENOBATENPHOCTS BO3HHKHOBEHHA OTHENBHBIX CHMIITOMOB, CTa-
GHABHOCTH MM HapacTaHHe UX CO BpeMeHeM. B CBA3M C TeM, YTO y KEeHLIUH
THUITONHTYHTapH3M MOXKET OBITh CBA3aH C TAXENBIMM pOdaMH HIH abopToM,
OCNOXHEHHBEIMH KPOBOTEYEHHEM, HEOOXOMMMO yTOYHUTH 3TOT (pakT. CuM-
nToMEl 3a60s1eBaHuA NpPH 3TOM BO3HMKAIOT HEMOCPEACTBEHHO WK CITYCTA
HEKOTOpOe Bpems nocie poaos (aGopra). JKennivHa o6sIYHO yKa3niBaeT Ha
YMEHBIIEHHE MIIH OTCYTCTBHE rpYAHOro Mosoka (0coGeHHO eciii focite ape-
JBUTYLIMX POXOB ero Obino JOCTATOYHO) CHIMKEHUE MaCChl Tena (B HOpMe no-
Clie pOJOB B NEPHOA IPYAHOTO BCKapMIMBaHHsA peGSHKa vallle BCero macca
TeNa HapacTaeT), HHOrAa BOSHUKHOBEHHE CUMIITOMOB HeBpo3a. Co BpeMeHeM
MEHCTPYa/bHhI NHK He BOCCTAHABAUBAETCA MM MEHAETCA XapakTep MeH-
ctpyauuit (onuromeHopes). OTHaKO KaK HOPMANGHBI MEHCTPYaNGHbIA LMK,
TaK ¥ HOPMaTBHAA JTaKTOpes He HCKIIOYAtOT THIIOMHUTYHTADHIM.

Obvekmuenoe uccnedosanue

ITpn ocMoTpe, B NEpRYIO ouepenb. 06pamacTcs BHUMAHUE HE CTONBLKO
Ha CTeNeHb HMCXYNaHWsA, KOTOPoe MOKET OBITh BHI3BAHO Pa3HOOOPAIHBIMM
NpU4HHEMH ¥ HE AB/ISETCA TATOrHOMOHMYHLIM CHMITTOMOM FHIIOTANaMo-
runodu3apHO#t HEAOCTATOYHOCTH, CKONBKO Ha JPYrue MHposBieHus 3abone-
BaHHs, B YACTHOCTH HA COCTOAHHE KOXH W €€ NPHAATKOB, Pa3BUTHE BTOPHY-
HBIX T[IONOBBIX mNpH3HakoB. OAHHM #3 NPOABIEHUA rUNOTANAMO-
runoU3apHol HEACCTATOYHOCTH, B YACTHOCTH, BTOPHYHOTO FMMOTOHAAN3-
Ma, ABNACTCA HHBOMIOUMA BTOPHYHBIX MOJMOBBIX NMPH3HAKOB (nbmaneuue BO-
110C B MOAMBINIEYHBIX IMKAX H Ha J00Ke, FrHNOIUIa3Hs U aTPOPHA MOSOYHBIX
xKeses; ecnu 6one3Hs BO3HUKAET B MyGepTaTHLI Hepuos —OTCYTCTBHE POCTa
BOJIOC HA fIMIIE, B TIOAMBILICYHBIX BaauHax, Ha nobke). [Ipy Hanwaun runo-
THpEO03a BONOCHI CYXHe, JIOMKHE, pelKHe, XapaKTepHO BHINIAACHHE HAPYXHBIX
yacreif Oposeli (cummrom Xeprora). Koxa Ha omynb xonozsas, cyxas,
MOPIIHHUCTAA, C IKEITOBATHIM OTTEHKOM, GONBHbIE BHIITAMAT CTapilie CBOHX
setr. OTMevaeTcs CKIOHHOCTH ¢ Gpamuxapauu. Ilynec cnaboro HanonHeHuA,
apTepHanbHOe AaBneHMe cHukeno. TOH! cepiua ocinabieHsi, Hal BEpXyll-
KOH H B Touke BoTknHa HepeaKo BBICHYIMBAETCA PYHKIHOHANBHBIA WyM.
Ilpu mnurensHOM TedeHHH 3a60JieBaHMs BO3HHKAIOT OPraHMYecKHe H3MeHe-
HHA NOJOBAIX OPraHOB: r’vMnomja3ud MaTkd, AsHIHMKOB, IONOBOro 4ieHa, K-
9ex.

Ilpu Hanu=M yka3aHHBIX Xanod ¥ 0GbeKTHBHEIX H3MEHeHUH NHarHo-
CTHKA THIOTANAMO-THNO(QH3apHO# HEAOCTATOYHOCTH He MpPEeACTaBAseT
TpyaHocteil. IIpi 3TOM B AMarH€ose yKa3biBaeTCA HE TONBKO MIONMTYyWTa-
PH3M, HO TaKXE€ OCHOBHBIC CHHIADOMBI ITOPXKCHMA nepucbepn'{ecx}{x SHAOK-
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PHHHBIX JXeJie3 (BTOPUYHBIA THIIOrOHANIH3M, THIMOTHPEO3, THMIOKOPTHLH3M,
runocoMaToTponusm). Ilpu TOTaNLHOM rHIONHTYHTApH3ME B CBA3M C Hapy-
MIEHHEM CEKpelMH Ba30TpecCHHa MOryT HaGMoNaTECA CHMITOMB Hecaxap-
Horo puabera. Tlo BO3MOXHOCTH yKalnIBaeTcd 3THONOrHYecknii dakrop (mmo-
CTTpaBMaTHYECKHH, NOCTHHQEKIMOHHBIH, MNOCNAEPOAOBLIi IMIIONHTYHTa-
pu3M, iy cuHapom Ilkxena u T. A.). :

JHononnumensnsie uccnedoeanus

B nepehie xBa AHA NpeOHBaHHA B CTALMOHAPE HApAKY C OOILCINIHHH-
4YEeCKHM NPOU3BOAMTCA HCCNENOBaHHE KPOBH OGOABHOrO Ha JMIMABI H WX
dpakunu, xonecrepuH, obwmumii 6enok 1 GenkoBsie QpaKmyH, MEKTPONHTHE
MIa3MBl KPOBH H 3PHTPOLMTOB. [IPOBOJATCA KOHCYJIFTALMH HEBPONATONAONa,
ruHeKosora, okyaucta. [Tpy nono3peHun Ha rHNONHTYRTApU3M NIPUMEHACT-
cd pAN HCCIIeZOBAaHWH Ha BHIABICHHME CTENEHM BOBJICUEHHA B MATONOTHYE-
ckuil npouece nepupeputecknx 3HROKpHHHLIX Xene3. Ha Tpervii aeHb npo-
BOJATCA TECT TOJSPAHTHOCTH K FMOKO3e, peHTreHorpadus Jepena, uccneno-
BaHME COMATOTPONHHA, FOHAXOTPOITHEIX FOPMOHOB, THPOTPONHHA, KOPTHKO-
TPOITHHA, CBA3AHHOTO ¢ Geskom foaa (CHH); Ha ueTBEpTHIH NeHE HcCnenyeT-
ca norsomenve ' 1 muTOBMmHON kene3oM, IKCKpeLms ¢ Mouod 17-
KETOCTEPOMIOB H 17-OKCHMKOPTHKOCTEPOWIOB, LUMUTOMAOTHA BAArANHIIHOTO
Maska U Jap. .

B nancHe#tiuem npousBonsrca (GyHKUMOHANBHBEIE TECTH! (TECTH CTH-
MYJSLMY 3HAOKPUHHBIX Kefie3 TPOMHBIMM TFOpMOHaMHu rumnogusa). Yaue
BCEro OHH MIPUMEHAIOTCA NPY NapLUHATEHOM FUNOTIHTYHTapH3Me s aubde-
peHuMaluy MEepBHYHOrO0 W BTOPHUHOrO MMMOTHPEO3a, TMIIOKOPTHUHMIMA M
FHTIOroHanu3Ma.

Oxupenne

Oocupenue — 3abonesaHne, B OCHOBE KOTOPOTO JIEXMT HapymICHHe
obMeHa BelIECTB, CBA3AHHOE C MONOKHTEAbHBIM JHepreTHIecKuM GanaHcom:
MOCTYILTEHHE SHEPrHH C MUIHeH NpeBbillaeT JHEProTparsl opraHusma. Oxu-
peHMe B HAaCTOAIIEE BPEMs UMEeT He TONBKO MERHIIHHCKOe, HO H COLMAAbHOE
3HaYeHMe, TAK KaK ABAfeTcd OAaronpHUATHOH MOYBOHR AJIA BO3HMKHOBEHUA U
MporpeccHpoBaHus Haubonee pacHpOCTpaHeHHBIX 3aboneBanmuit — arepo-
CKIIEpO3a U HilleMuyecKoii Gone3ny cepaua, caxapHoro auaGeTa, rusIepTOHU-
veckol Gofesnw W MHOTMX apyruX. Tlpodumakraxa mMHorux 3aGoneBaHmii
CBOIMTCA, B NEPBYIO odepenb, K NpodHIaKTHKE ¥ NSYEHHIO oxXupenus. Pac-
fIPOCTPAaHEHHOCTh OXXUPEHUs BecbMa Benuka, cocTaBnser 20 — 30 % cpeau
BCEro HaceneHns

Oxnpenne 1 HHCX

Hns muu, crpagaromux MHC] yacro XapakTepHO OXHMpEHHE H, CBsi-
3aHHAs C HUM, HHCYTHHOPE3HCTEHTHOCTS.
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INatorenes TOUHO He ycTaHoBneH. [IpH XaHHOMH NATONOrHH MHCYNHHO-
PE3HCTEHTHOCTE MPOABJIAETCA HapyIIeHUEM LIEHTpalibHBIX W NepudepuiHbIX
MEXaHM3MOB JeiicTBHR MHCYNWHA. HHCYNNH He moaBnAeT rMUKOreHONH3 U
TMOKOHEOreHE3 B NEYEHM, HE CTHMYJHPYET TOIJIOIeHHE M YTHIIH3ALUMIO
FJIFOKO3bI B JKMPOBOH M1 MBILEYHOMN TKAHAX.

Y nuiL ¢ oXHpeHHeM nepudepryueckad HHCYIHHOPE3HCTEHTHOCTD Bbl-
paxena mensie, yem y 6oapHbix ¢ HHC/I. Yucno penentopoB HHCYnWHA
npu oxvpenud ¥ MHC]\ cimxeHo (00ycnoBaeHO MOCTOAHHOH runepOunu-
pybunemueii). Kpome toro, y sTux nui; obHapyKvBaercs HapylleHHe TUpPO-
3MHKAHA3HOW AKTHBHOCTH PELENITOPOB MHCY/INHA B CKEMETHBIX MbIILLAX.
Kak cnenctsmue - HapyllicHHe TPaHCHOpTa THIOKO3bI B MBIUINAX XKUPOBBIX
KJIETOK.

Oxupenue npn HacKeACTBEHABLIX 6oe3HAX

TIpumep: cunapom Ilpanepa-Buunu.

KnuHuka: MbICYHAas rANOTOHMSH, OXHMPEHHE, HENpoOmOpUHOHAABLHO
ManeHbKHE CTONB! U KUCTH, BTOPHYHBIA FHIIOrOHAU3M.

Oxupenne UpH HACIKCACTBEHHOH octeopncrpopun Onbpaiira -
KOMMAEKC CHMITTOMOB, XapaKTEPHBIX JUIS NICEBAOrHIIONapaTHPE03a THITOB la
(CHIW)KEH CHUHTEe3 M HapylleHa aKTMBHOCTb CyObemuHuubl  Gsa-
pesucrenTHocTe K ITTT, TTT, rnrokaroHy, roHanOTPONHBIM FOPMOHAaM) H 1¢
(akTuBHOCTb GSa HE HapymIeHa, HO HMEETCA PE3NCTEHTHOCTb K JAPYrHM rop-
MOHAaM) XapakTepHbI - JiyHoOOpa3sHOe JHIo, 3afiepxKa pocTa, OpanMkapamns,
MHOTOYHCIICHHBIE O4aTH MOAKOKHOrO OOBI3BECTBICHHA HIIH OCCHHKALUW.

OxHpeHHe NPH BTOPHYHOM CHHAPOME NYCTOro TYPEIKoro ceana

Pa3srBaeTcs BCMEACTBHE COKPAEHNA pa3sMEPOB WM paspyuleHus ru-
TepIa3dpoBanHoro runopusa (onyxony runodusa) nocsie onepanudud wim
obnyueHus. STOMy CHHIPOMY NPE/ECTBYET YBEAHUYEHHE TYPEUKOTO Ceina
M3-3a pocta onyxonu (PyHKUMA ocTaBwiefica uactu runoduza wm N, win
MMEIOTCA HapyLIeHus, CBA3aHHbIE ¢ OCHOBHBIM 3aboneBaHHEM).

[Ipu mepBuyHOM CHHIPOME MYCTOTO TYPEHKOro ceiia (PyHKIMA THIIO-
¢u3a He HapymieHa.

CHmxenne cexpeumu JIU, OCT, CTT o6ycnoBneHHOE OXKHpeHueM.

OxHpenne NpH THOONMTYHTAPH3ME (JeuUUATE ONHOIrO MM HE-
CKOAbLKHX ropMoHoB). K oxxupenuio moxeT npuBecty Heaoctatousocts CTT
{oTNIOXKEeHHE KHpa B MOAKOKHON KIETIATKE NPH CHINKEHWH MBIMEYHON Mac-
Chl).

3azepika pocta, O)KHpeHHe, 00ycloBIIeHHOe peaucTeHTHOCTHIO K CTT
WITY HapyleHUsAMH ero MetaGonnsma.

Kapaukosects Jlapoua (cunapom pesncrentHoctd K CTT) o6ycnos-
neHHoe nedexramu rena peuentopa CTI™ unu (pexe) nedexramu resa CTT.

Jleuenne coMaTOTPONHHOM Ge3yCcnentHo.

OxHpeHHe MOXKET ObiTb MPHYHHON BLICOKOPOCIIOCTH, KOTOpas ABNS-
€TCA KOHCTHTYHMOHATbHBIM HiIH HACIIE/ICTBEHHBIM [IPU3HAKOM.
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Oxxupenne npu canapome Kymmunra

3710 cocrosHHe O6YCHOBIEHO H3OBITKOM [STIOKOKOPTHKOHAOB. CHH-
apom Kymmnsra MoxxeT ObITh IHAOreHHBIM (M30BITOYHAA CEKPELHA KOPTH30-
J1a B KOpE HAAMOYEYHHKOB):

1) runodu3zapusiii (6one3ns Kymmunra) - 1 cexpeuns AKTT;

2) Hanno4yeyHUKOBBIH cuHApoM Kyimsra;

3) skronuueckrit cuHapom Kymmuura (u3dbitok cexpeunu AKTI He-
runoQH3apHBIMA 3T0Ka4Y€CTBEHHBIMU HOBOOOPa30BaHUAMH).

JK30reHnnbIM (fieKapCTBEHHBIH, STPOreHHbIH) - 00ycoBIeH AMUTENL-
HLIM fleYEeHMEM TIIOKOKOPTHKOHWAAMH (IpU CHI)KEHMH YPOBHS KOpPTH30fa B
CBHIBOPOTKE M MOYe H3-33 yrHeTeHMs runodusapHo-HaAMOYEHHHKOBOMK CHC-
TEMB).

OnMH M3 rNAaBHEIX CHMNITOMOB - OXXHpeHHe TynoBua (90% 60AbHBIX).

OxxupeHune npu cuuapome llirefina-JleBentans (CHHAPOM MOJHKMC-
TO3HbIX AMYHUKOB). OTHOCHTENbHBIN WM aGCOoMOTHBINA n36biToK JII MOXeT
6bITh 00yc/IOBNEH MepBHYHBIM 3a00/I€BAHHEM FHNOTANAMYCA HIH AXEHOTH-
nogusa. [lyckoBo#i MexaHU3M - H3GBITOK HAANOYEYHUKOBLIX AHAPOTCHOB B
MEpHOA anpeHapxe.

Oskupenue B NepHOA aipeHapXe CUHTAeTCA riaBHbiM PakTopoM pHcka
cuHigpoma Ulreiina-JIesenrans, Tak kak npeBpauleHHe aHAPOreHOB B 3CTPO-
FeHbl MPOUCXOAUT B XKHPOBOH TKaHH.

OxupeHHe MOXKeT ObITh [PH MEPBUYHOM I'HMOTOHANM3ME Y MANILUHKOB
(cunppom Knaiingpensrepa, cuuapom Hynan - nmoxox Ha Tepuepa y meBo-
4eK), NpHOGPETEeHHOM MEPBHYHOM FMIIOTOHAAH3ME.

Oxupenne:

- mp4 cHHapome Ilackyanunm (CHHAPOM (EepPTHABLHOTO €BHYXA) -
NpHYUHa: H30NHpoBaHHbI! aeduunt JIT);

- npu cuaapome Ipagepa-Buiuin - MPoABJCHHE: MbILIEHHAA FTHNOTO-
HUA Y HOBOPOXIEHHBIX, OXXHUPEHHE, HENMPONOPUHOHANLHO MANEHbKHE CTOMEI
H KHCTH, MUKPOTIEHHS, KPUIITOPXH3M;

- cuHapom Jlopenca-Myuna-Bupis - npeanosaraerca NaToNIOrHA TH-
notajlaMmyca - MHCMEHTHAA JdereHepauMs KJIeTYaTKH, MOMHAAKTHIIMA, YMCT-
BEHHas# OTCTAIOCTh, OXHUPEHHE, MUKPONEHHA, KPUIITOPXH3M, 3aJepkKKa 1o-
JIOBOTO pasBUTHA.

OcHOBHEI€ 3TANbI IHATHOCTHKH O’KHpPeHHns

KoncTatauua u36eITOMHON Macchl Tena (0OKHpEHHA) He NpeicTaBaAseT
cnoxHocTell. Bpay JomkeH He TONBKO BBISBUTH OXXHPEHHE, HO H ONPENCIUTD
ero THIM, CTaAMiO, HAMYHE OCTOMHEHUH M COMYTCTBYIOIMX 3aboneBaHuil,
KOTOpBbIe Yallle BCEro M onmpenesnsior obulee cocrosuue GonpHoro, ero Tpy-
OOCTOCOGHOCTb, B CBA3K C 3TMM aHaMHe3 M TILATENbHOE 0OBEKTHBHOE MC-
C/leSOBaHHE UIPAIOT NIPH OXKMPEHUH BEChbMa BaKHYIO pPOJib.

AHamnes. B cBA3H ¢ pasHOoOpa3ueM XKajob U OTCYTCTBHEM XapaKTep-
HBIX )Kano6, CBOMCTBEHHBIX TONBKO OXKHPEHHWIO, NPU COOHpaHUH aHaMHe3a
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TpeOyIOTCA HX CONOCTABMACHHE U aHAH3 A4 MOAYYEHHA NMPABHALHBIX BHIBO-
OB O xapakTepe 3a6oneBaHus W onpepeneHus 06beMa NONONHUTEALHBIX He-
cneaoBaiuit. Heo6X0AMMO MpPOBECTH TIMATEAbLHBIR ONPOC NO CHCTEMaM, le-
TANM3aUHIO Kanob, KOTOPHIE HO3BOMAIOT NOAYYHTh UEABHOE MPEACTaBlIeHHE
0 xapakTtepe 3a60aeBaHHA M €r0 OCIIOKHEHHAX.

B npouecce aHaMHe3a CHEyeT BLIACHHTb, HET N y 6onbHOro cemeii-
HO-HacseaCcTBeHHOro ¢akTopa oXHpeHuA. BeaeactBue Toro, 410 B pasBUTHH
OXXHPEHHA BAKHYIO PONb HIPacT HE CTOABKO HACHENCTBEHHbIH dakTop,
CKOJIBKO PeXHM MHTAHHSA B CEMbe, 0COGEHHO OTHOWEHHE POAUTENEH K NMHTa-
HHIO HIeTeil, CheayeT BBIACHHTH COCTaB MPONYKTOB MHTaHHA, 00BEM NMPHHHU-
Maemoit MUK B 3aBUCHMOCTH OT BpPEeMEHH CYTOK H 4acToTy ee npuema. Ya-
ilie BCEro WL, CTPAfAOLIHE OXKHPEHHEM, TPHHHMAIOT NHILY He Gonee 3 pa3
B CYTKM C MAKCHMANBLHbIM OOBEMOM H IHEPreTHHECKON UEHHOCTHIO B IHEB-
HOe W BeuepHee Bpemia. Tak kak OCHOBHbIM HCTOUHHKOM JIHIOreHe3a ABad-
1OTCA YIIeBObl, CNEAYET B MEPBYIO O4epelb YTOHHHTL 06beM yrneBOAUCTOMH
oumy (ocobeHHO MYUYHBIX H3nenuil, kaprodens). Hapany ¢ anumeHTapHbIM
tdaxTopom HeoOXOAUMO BBIACHHTH COCTOAHHE anmeTHTa. Tak, MpH runora-
JJAMHYECKOM OXHPEHHH, alMETHT, KaK NPaBHNO, NOBLILLIEH, HEPEAKO 3HAYH-
TENbHO, 8 YYBCTBO HAachlWEHHA CHHXeHo. Hanuuue 4yBCTBa rofoaa, conpo-
BOKJAIOLUETOCH NPOXKAHUEM, NOTAHBOCTBIO, CBUAETENLCTBYET O THIEPHHCY-
JIMHU3ME.

Obpaiaercs BHuManne Ha npodeccHoHanbHsie (akTopsl (pexuM
TpyZa, Hainuyue BUOpauuH, peHTTeHOBCKOro obmyuyenus, tokos CBY, Bo3-
IeACTBYIOWMX Ha runotanamyc). Tak KaKk OJHOH U3 MPHYMH OXMHPEHHSA AB-
JAETCS NOpakKeHHe HMoTalaMyca, HeOGXOMMMO BBIACHHTb, HET JIH CHMINTO-
MOB, CBHAETENbCTBYIOUIMX O €r0 MOPAXKEHHH: KKIbI, HAPYIIEHUS TEpMOpe-
TryNAUMH B BUIE NEPHOAMYECKOrO TMOBBILIEHHA TEMNeEpaTypbl Tena, pac-
cTpoiictBa Gopmynbl CHa (HOCTOAHHON MM NEPUONMYECKON THIIEPCOMHHH
OHEM ¥ TUIOXOTO CHa HO4BIO), HApKOJIENICHU (TIPHCTYNMOB HErepeHOCHMOM
COHJINBOCTH), NMEPHUOAMYECKOro KoNeOaHHa apTepHalbHOro JaBleHUs € Yac-
ThIM MOBHIIEHUEM €FO B TEUEHHE CYTOK M Jp.

Benencteue GOALIIOro 3HAYEHHA B Pa3sBUTHM OXKHPEHHMS HE TOJNLKO
TepeeJaHus, HO U CHH)KEHHS (PU3NYECKOH aKTHBHOCTH, BBISCHAECTCA PEXHUM
NOIOBMXXKHOCTH BO BpeMs paboTsl U BHepabouee Bpems, XapakTep 3aHATHIH
¢bu3MuecKoil Ky bTYpO# ¥ CIIOPTOM B MpPOIUJIOM K B HacToAweM. [TpuunHamu
THIOTANAMH4eCKOrO OXKHPEHHS MOTYT CHYXHTh NEpEHECEHHas HHQEKLHA
WM MHTOKCHKALMf, MTO CleXyeT YTOYHHTh B Ipoliecce aHaMHe3a U BhIAC-
HUTb AMHAMHUKY OXKHPEHUA — CTaGHJIN3aLMA WIH TIOCTOSHHOE MPOrpecCHpo-
BaHHe. Hepeako oxxHpeHHe y »eHIIMH pa3BHUBaeTcs B MEPHOL, IAKTAlHHU MO~
¢lle poJOB, MTO TAKOKE CNIEAYET YYUTBHIBATL NMPH BHIACHEHWH NPHYUHBI Pa3BH-
THA 3a6oneBaHus.

Ob6vexmuenoe uccneooeanue. B nepeyro odepelr OnpeaenseTcs THI
OXXHPEHMS U CTENEHb U3OBITOYHON MACCH! TeNa, IS 4€ro MUCIoNb3ylTCA Co-
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OTBETCTBYIOIIME Tabauusl HOpMAaTHBOB HAK ¢GOpMynsl pacyeta. B ciyvae
FHIOAWHAMHUH H THIIONA3MK MBIIIEYHOH MacChl MOXET HATH peyb O TaK Ha-
3bIBAEMOM CKDPBITOM OXHPEHHH, A 4ero uenecoobpasHo onpenensts Tos-
IMHY KOXHOR CKJTafKH C NOMOLUBIO MHJITHMETPOBOH JIMHEHKY HNH Kaiune-
pa (B HOpMe TOJIIMHA KOXHOM CKIAfKH B HagupeBHoi obnacTd He Gonee 2
cM). Onpejensercs xapakTep pacnpeleNeHHs NMOAKOKHOA XHPOBOH KIeT-
4aTKU: paBHOMEpHOe, BepxHee, CpenHee, HHXHee MM "peitrysHoe", uTO
MMeeT 3HaueHWe N/ OUArHOCTMKH TNPHUYMHBl OXHpEHHA (aMMEHTapHO-
KOHCTHTYIIHOHATbHOE, FHIOTANaMUYeCKOH, HAAIIOYEUHHKOBOE U Jp.).

Ana nuddepeHunansHoM AMArHOCTHKM THMA oXkupeHus obpamaercs
BHUMAaHHE Ha M3MEHEHHI KOXH — HaJHYMe MHMEepIUrMEHTaluH, Tpoduue-
CKHX HapyBIeHWH, CBUAETENbCTBYIOUMX O MaTOMOrMH runoranamyca M ru-
no¢usa (CyxocTb M LueayLIeHHe KOXH, TONOCk — OT APKO-PO30BbLIX 10 CHHE-
6arpoBbiX, IHAHO3, MPaMOPHOCTb PHCYHKa KOXH), THPCYTH3Ma, YTrpe#l u T. 4.
Hepeaxo y nuu, ctpasaiolliix 0)KHPEHHEM, OTMEHAIOTCA MaLepalis KOXu B
MEeCTax MOBBIUEHHOrO NOTOOTAENEHU, AEPMATHUT, JK3eMa, MHOACPMHS, Cce-
6opes BOOCAHOIG NMOKPOBA K3-33 MOBHIWEHHOrO PYHKUHOHUPOBAHUA Caib-
HBIX JKeJIe3, MacTO3HOCTb TojieHeH W cTon (pacliMpeHue JHMPaTHHeCKHX
wene#t, THMQPocTas, HeIOCTATOMHOCTh KPOBOOOpaLEHHSA).

B cBA3H € TeM, 4TO Y 80% GOnbHEIX OXHUPEHHEM OTMEHAIOTCA H3MEHE-
HUS (QYHKLHM OpraHoB KpOBOOOpallleHHA, wccnenoBaHHe ee mpHoOperaeT
BaXHOE 3Ha4YeHue. Yaine Bcero sieBad rpaHula cepaua CMELICHA, TOHB! Cepll-
ua ocnabsicHsl (CNEACTBHE aTepoOCKIEpO3a BEHETHBIX COCYAOB, KMPOBOH HH-
$UIBTPALMH MHOKAPAA, OTIOKEHUA YKHPOBOI KNETYAaTKH B 061acTH 3nHKap-
na, nepukapia, 60jiee FOpU3OHTANBLHOrO PacNoNOKeHH cepala 13-3a2 BbiCO-
KOr0 CTOSHMA NNadparMel), apTepHanbHOE LABNEHHE HEPEeNKO MOBLIEHO
(TMnepTeH3Hs OXHUPEHHs), YTO CBA3AHO C YBENHYEHHEM CEPAEUHOro BHIOpO-
ca, orpaHyueHHeM QU3NUECKO aKTHBHOCTH, MOBBILIEHHEM aKTHBHOCTH KOp-~
KOBOT'O BelIeCTBa Haano4YeyHHkoB. Yacto oTMevaloTcs Gpaaukapams, BapH-
KO3HOE paclllMpeHHe BEH HIDKHUX KOHEYHOCTEH, TpoMOopneOunT.

Hapywaercs tatoke ¢yHkuus opraHoB mpixauus (OKEJI mamaet npo-
[OPUMOHANBHO CTENEHH OXKHPEHH), UTO CBA3aHO HE TOMbKO C YMEHBIICHHEM
3KCKYpCcUHM AnadparMsl, HO TaKKe C yBEIHUIECHHEM 3ACTHYECKOTO CONPOTHB-
JIEHHR IpyaHoi wieTkn. OOpauiaercs BHUMaHUE Ha BO3MOXKHOE Hanu4ue
XPOHHUYECKOro HHPEKUMOHHOTO MPOoLecca, 3aCTOHHLIX ABJEHUH B nerkux. Y
JML, CTPajaioluX OXMPEHHEM, HEpeaKo HaOmIoNATCAd KapHec, MHHTHBMT,
Topes; M3-3a nepeefaHus BO3MOMKHO HalM4We AMJIATaLWH JKedydKa, rac-
tponro3a. OTMEHAIOTCA TaKKe HUCKHHE3MA KMIIOK M XKET4HBIX MyTel, pac-
IUMPEHHE reMOPPOUIANBHEIX BeH. YacTo GONBHBIE OXKHPEHHEM CTpajaloT
XORELIMCTHTOM, TIEPUXONELHCTHTOM, KETYHOKaMeHHOMH 60e3HbI0, NAMO1H0-

30M, XHPOBBIM IrenaTO30M, Ha YTO CJICOYET 06pau1a'rb BHAMAaHHE NpH ofcne-
NOBaHUH.
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Hamaune xano6 Ha Gonb B cycraBax, NOACHHLE, YKa3biBaeT Ha nopa-
KEHHE KOCTel, 4TO MOATBepxkKIaeTcs GOMe3HEHHOCTBIO NPH ManbMalUH Mo-
NEPEIHBIX OTPOCTKOB meﬁHHX, TPYOHBIX K TOACHUYHLIX NO3BOHKOB, HCHE3-
HOBeHHEM (H3MoIOrHYecKoro u3ruba IMO3BOHOYHHKA, OrPaHHYEHHEM ero
TIONBWIKHOCTH (rpyAHO#, IefiHkBI# OpAO03, CMOHAMN0APTPO3, BTOPHYHbLIH pa-
HHKYJIIUT).

B cBA3K ¢ BO3MOXKHOCTBIO MPH OXHUPEHUH Y JieTeil 3aNeprKaHHOTO Mo-
JIOBOFO Pa3sBUTHA, a TaKXKe HaNH4HA ocoboii GopMBI OXXHpEHHA, COMPOBOXK-
NAIOLErocA THMOreHUTANU3MOM (TMMONIA3us AUYEK, ONIOBOro HieHa, MaT-
KH, SHYHHKOB) U cabbIM pasBUTHEM BTOPHYHBIX ITOJIOBBIX MPH3HAKOB 00-
paulacTcs BHUMaHHE Ha pa3sBUTHE ONOBBIX OPraHOB, 0OCOOEHHO Y MYXU4HH, H
BBIPAKEHHOCTh BTOPUYHBIX TONIOBLIX NPH3HAKOB.

HAononnumensvusie uccnedosanus. Bee nuua, cTpajalouide 0XKUpEeHH-
€M, NOABEPraloTCA TIUATENEHOMY 00CIEA0BAHMIO, NO3BONAIOUIEMY HE TOABKO
YTOYHHTH THN OXHPEHHA, HO U BLIABUTbL OCJIOXHEHUS H CONMYTCTBYIOILHE 3a-
6onepanns. O6bem HccnenoBaHuil onpeaensercs B KOKAOM KOHKPETHOM
C/Iy4yaes 3aBHCHMOCTH OT NPEABABIAEMBIX )Kano0b u pe3ynsTaTtoB QyHKUUO-
HaNbHbIX UCCAENOBAHMIA, HATMYMSA OCNIOXKHEHHH W comyTcTBYIOWUX 3a6one-
BaHHi.

B nepsete aBa fHA obcnenoBaHHA NMPOBOAATCA obllee KNIMHHYUECKOE
obcnenosanse, IKI, onpeaeneHne conepkaHus B KPOBU HATPHUA, Kalus, -
NMUAOB ¥ HX dpaKkuui, a TakKe TECT TOAEPAHTHOCTH K rmoko3e. [locnennusi
0coOeHHO BaKEH B CBA3M C TEM, YTO OXKHMPEHHE ABACTCK B OCHOBHOM (hak-
TOPOM PHCKa pa3BHTUA HHCYJIHHOHE3aBUCHMOr0 caxapHoro nuabera.

Ha Tperuii-ueTBepThiil A€HbL CNEAYET TMPOHU3BECTH PEHTrEHOrpapuio
yeperna, Ha3sHa4uThb KOHCYJNBTALMIO HEBpOMaTosora OKyaucra. B nanbHei-
LLIEM MO TOKA3AHUAM C YMETOM KIHHUKH 3a60/NeBaHus NPOH3BOAMTCA HCCIe-
HOBaHME CYTOYHOH 3KCKpeUuHM ¢ Mouoil 17-oKcHKOpTHKOCTepounos, 17-
KETOCTEPOUAOB, HOANOrIOWAIOIIEH COCOOHOCTH IIMTOBUAHOM XKene3bl, Co-
IEepKaHUa B KPOBH CBP'I, T4, T3, HCCNEeAOBAHKME NETOYHON BEHTHIALMN.

I'naBa 9. 3aGosneBaHUs OPraHOB KPOBETBOPEHHUSsI: reModuIast
(Huwaesa H.®@.), rpombounuronennu (T.M. PaGosa), neiiko3nl
(.M. JIbiceHKkO0), kene3onednuurnas anemus (JLU. Kykosa)

Temoguaus (xon MKEB: D66 - D68.1)
HacnencTBeHHbIe HapyIIeHHs KOary/sSUMOHHOrO TeMocTasa (Hacnen-
CTBEHHbIE KOaryJonaTHu) — 3To rpyrina 3abonesanuit, BKIIOYaOLAd BCe re-

HeTHyecku oGyCIOBNEHHBIE HAapyLieHHA B CHCTEME CBEPThIBAHHA KPOBH, CBA-
3aHHble ¢ JehHLUMTOM MM MOJIEKYJISPHBIMU AHOMANHAMH [L1a3MeHHbIX (ak-
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TOPOB CBEPTHIBAHHA M YYaCTBYIOLUHX B 3TOM MpPOLECCE KOMIOHEHTOB KOJi-
JIMKpEUHKUHHHOBON CHCTEMBI.

Cpenn koaryonaTuii, NpoTeKatoLUX ¢ MOHMKEHUEM CBEPTHIBAEMOCTH
KPOBH, O0K0JIO 96% npHXOAHTCA Ha reMOoQuIHIO.

I'emoduus — 3a6oneBaHua U3 rpynnbl reMOpparM4eCKUX NHATE30B,
o6ycaoB/ICHHOE HACHEACTBEHHbIM AeduuHTOM ¢akTopa cBepThiBanua VI,
IX v XI.

I'emo¢niua — crapefiliee reHeTHueckoe 3aboeBaHHe, OMUCAHUE KO-
TOPOTO TIPHBEAECHO B HECKONBKHUX ErHMETCKHX Manupycax, NaTHPOBaHHBIX
BTOPLIM BEKOM Hatlieli 3pel. B 0fHOM ciTyyae onmuchIBaeTCs JiereHaa 0 CMepTH
Tpex 6paTheB OT KPOBOTEYEHHS mocne circumcision. Bropoit ciay4aii onucs-
BaeT CMEPTH CHIHOBEil Y TPEX POLHBIX CeCTep nocje aHaNIOrMYHOTO BMeIla-
TEJILCTBA.

Bnepssie remoduwmia onucana J.C. Otto B 1803 roay B Punagensdpun.
MHoxecTBEHHbIE KPOBOM3NMAHHA B CYCTaBbl, apTpONaTuu, MHBANMAW3AUHA
ObLIM NPHCYINH MAUHEHTaM TOJIBKO MYXCKOTO NIONIa U NEPEAABANHCH B OHHX
U TeX JKe CEMbAX W3 NIOKOJIeHUs B nokosieHHe. B 1839 rogy Schonlein vassan
310 3aboneBanne reMmodunmeli Hau WIOOOBBIO K KPOBHY.

DNHAeMHOJIOTHS

I'emo¢puInio BEIABIAIOT CPEAH KOPEHHOrO HaceNeHHs BO BCeX CTpaHax
H peruoHax mupa. OTHOCUTENBHO pexe AaHHoe 3aboneBaHHe BCTpeuaeTcs B
Kurae u Adpuxe.

3aboneraemocTh reModuiMei B MUpe cocTasiser 6,6 — 18 ciydaen na
100 000 xuTenelt Myxckxoro nona unu 1,2 canydas Ha 10 000 HoBOpOXKAEH-
HBIX MaJibYMKOB.

U3 Hux Ha remodunuio A mpuxoaurca 87 —94%, B -4 -12%,C -1 -
2%. 'emodunua A u B BcTpedaeTcs B OCHOBHOM Y MAb4KKOB, a reMOGHINs
C — ¢ oauHaxoBoil 4acToTOH He3aBHCMMO OT noja. Ilokaszatens 3abonesae-
MmocT B Pecnybauke benapycs cocrasui 6,3; 1,6; 0,45 nns remodpunun A, B
H C cootBetcTBenro Ha 100 000 metckoro Hacenerus (Boakosa JIL.LU., Ko3za-
pesosa T.H., 1999).

ItHonorus. 'eneruka

Femodunus — kmaccudeckuit MpUMep HacleaoBaHHA AedeKkTa remo-
€Ta3a, PEUECCHBHO CBA3aHHOro C roJIoM naiueHTa. JledekTHblH red Koau-
pyrowuif cuHTe3 dakTopa VIII n IX A€KHUT B AUCTATBHOM OTIENE IIHHHOIO
ieda X-xpomocomsl (VIII — Xq 2,8; amx IX - Xq 2,6). Okono 30% ciryuaes
remopuanu A u 10% cnyuyaes reModuiMiH B ABIMIOTCA CHOPafHYECKUMHM
dopmamu, 06ycnopiaeHHBIMH MyTauueif rena. I'eH, koaupyrowuii X! dakrop
CBEPTBIBAHUSA KPOBH, PACIIONIOKeH Ha 4-0if XpoMOCoMe, IO3TOMY reModHiIus
C nacnegyeTca 1o ayTOCOMHOMY NPHHLIHUITY.

Y MYXYHHEI, HMEIOILEro reHeTH4Yeckuit nedekT enMHcTBeHHOH X-
XPOMOCOMBI, HapylleHue CuHTe3a MpoKoarylJeHTHoi uyactu (axropa VIII
Hen30eKHO TPOSABUT cebs KIMHNYECKOH KapTHHOH reMopparHyeckoro Jua-
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Te3a BBIPAXKEHHOro B pasniyuHoH Mepe. Ctpanaomuii reMopunneii myxauna
He MOXET NepeaaTh reHeTHYeCKHH NedekT CBOUM ChIHOBBAM, TakK Kak ero Y-
XpoMocoMa — HopManbHa. CHIHOBEA 60abHOro remodunueil, umeouMe
€IIMHCTBEHHYIO X-XpOMOCOMY OT 3A0POBO#i MaTrepH, 3aBeAOMO AOJDKHEI OLITH
3MOpOBEI M He nepenaayT GonesHb OTila CBOeMY noToMcTBY. OHaKO BCE KO-
YepU MYKYHHBI-TEMOPUIHKA GYMYT IeTepO3UrOTHHIMH HOCHTENAMH HpH-
YHHOTO (hakTOpa 3a60NeBaHHA H3-3a NepeaaHHol UM X-XpoMocoMbl Gonb-
HOro OTHA. M3-3a HaIHYHA y ITHX XEHIUMH HopMmanbHoH awiesn (X-
XpOMOCOMa 340poBOiH MaTepH) y GosbLinHCTBa 6yayT OTCYTCTBOBATh KJIH-
HHYECKHE NposABieHus 6one3nu.

Bce nokepu 60/1bHOro reModiiHeH, ABIAACH reTePO3HrOTHBIMH HOCH-
TENAMH MATOJNIOMHYECKOro reHa, AepeaayT HOCHTENLCTBO reMOpUANH NoJo-
BHHE CBOETO MOTOMCTBA: FeHETHYECKHi Ned)eKT YHaCNeAyeT NoJOBHHA AEBO-
4eK, a Y NONOBHHBI Malb4YHKOB MOABUTCA KiIMHHKa remodunuu. Bo3moxuo
noasieHHe GONBHBIX ¢ HOPMANbHBIM KEHCKHM HaGopOM MOJIOBBIX XPOMOCOM
XX u nBo#iHBIM HacneAOBaHHEM HUCTHHHOH remodunun. Takas roMosuror-
Has, WCTHHHAA reMOQWIUA BO3HHKAET Y NeBOYEK, OTLBHI KOTOPhIX Gonelor
reMoHIHEH, a MaTepy SBJAIOTCA NepeaaTyiilaMy 3Toro 3adoneBaHu.

Harorenes

Ilpu reModunuy WMeeT MecTo HacieacTBeHHBH AedekT cHHTe3a dak-
Topos cBepthiBaHus kpoBu (VIIIL, IX, XI), B pesynsrare uero Hapyusaetrcs
KOAryIsUMOHHBIN reMOCTas, YTO MPOABIIAETCA reMaTOMHLIM THIIOM KPOBOTO-
4YUBOCTH. B 3aBucHMOCTH OT BUAA AedHUUTHOTO (aKTOpa BHIAEAAIOT:

- remouunio A (zeduumut VI dakropa ceeproiBanus);

- remodunuro B (neduuut IX daxropa cepThiBaHK);

- remopummio C (aeduuut XI daxropa ceepThiBaHUA).

Kiannunyeckas kapriHa

s remoduiIvy xapaKTepeH reMaTOMHBI THN KPOBOTOYMBOCTH, [10-
3TOMY B KJIMHHKE Mbl HMEEM KPOBOM3NHMAHUA B KPYNHBIE CYCTABbl KOHEYHO-
cTell, riy6okne MOMKOMXKHbIE, MEXMBILIEHHbIE H BHYTPUMEIILEYHBIE [eMaTo-
Mbl, OGUJIbHBIE U INKTENbHBIE KPOBOTEYEHUS NPH TpaBMax. Pexke BcTpeua-
JOTCA 3a0pIOMIMHHBIE [€MATOMbI, KPOBOM3NHAHUA B OpraHbl OprOmHON Ho-
JIOCTH, >KeJIyAOYHO-KMile4HBle KPOBOTEYEHHS, BHYTpUUEpelHble reMoppa-
ruH. Jnsa reMmoduiny xapakTepHa Bo3pacTHas 3BOMIOLMA pa3HbIX CUMITTOMOB
Goneshn. Tak mpu poxAeHHM B HanGoliee TAXKEABIX ClydasX H3peixa Ha-
GarogatoTcss oOMWMpHBIe KeganoreMaroMbl, TNMOJKOXHEIE M BHYTPUKOXKHBIE
KPOBOU3/IMAHMA, HHOTAA M TTO3JHUE KPOBOTEYEHHS K3 MYTOYHOTO KaHaTHKa.
Ho, xax npaenio, y MHOrMX G0JIBHBIX reMObHIHe pH POKAEHHH U Ha rep-
BOM I'OJy CYIUECTBEHHbBIX reMOpParuvecKux NPOABIEHUN HET, U MO3TOMY 3a-
6osieBaHue 4alle pacrio3HaeTcs JMIUG HA 2-3 rOAy KH3HHW. M ueM nerue re-
ModHINA, TeM HO3IHEe OHa PACIIO3HAETCH, XOTA CHIIBHBIE KPOBOTEHEHMS,
BCIIEICTBHE TPaBM, IOPE30B MOT'YT GBITH U TpH JIerkux dopmax GosnesHu.
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HHorpna Gone3ns MOXET OBITh BLIABIIEHA NPH NMEPBOIl BHYTPHUMBILLIEY-
HOR NpHBHBKE, KOTOpas MOXET CTaTh NPHYHHON pa3BuTHa Gonboi, onac-
HOM ANA XH3HH MexMmbluiedHOM remarombl. IlpopessipaHue 3y6oB Moxer
COMNPOBOXKAATLCH HE O4eHb OOMNbLHBIMM AEGCHEBHIMH KpOBOTedeHHAMH. B
TNepBble rofibl KH3HH YaCThl KPOBOHINMAHHUSA CIH3HCTOH 060j104KH poTOBOI
TIOIOCTH, CBA3AHHbIE C €¢ TpaBMaTH3auMeil pa3iMYHbIMH OCTPEIMH MpeiaMe-
Tamu. Tak ke Moxer ObiTh TpaBMaTH3auMA cnu3ucTodl 06010YKH HOCA pa3-
JH4YHBIMH npeameTaMu. Korpa pefeHok yYMTCs XOAMTH, MAaleHHEe H yAapsl
4acTO COMPOBOXKIAIOTCA OOWIIBHEIMH HOCOBBIMH KPOBOTEUEHHUAMH H OSBIE-
HHEM remMaToM B 00/1acTH Yeperna, KPOBOUINMAHUAMYU B MATKHE TKaHH BOJIM-
34 rNia3, KOTOphlE MOTYT NPHBECTH K notepe 3peHus. OcTphie reMapTpo3s
NOABJALOTCA TEM paHbille, YeM TaKenee remoduiua: npu Haubonee TAKENBIX
dopmax B 2-3-neTHem Bo3pacTe, mpH ¢dopMax cpenseli TxectM — B 4 — 6
Jer.

Yaie Bcero npH remMopuUNMu NOpakaloTcs KOJICHHbIE CYCTaBhi, 33 HH-
MU CNEAYyOT JOKTEBbIC U MOJEHOCTOINHbIC, a 3aTeM CO 3HAYMTENbHBIM Tiepe-
NagoM — Ty4e3aniaCcTHbIE, NeYeBbie U Ta300eApEHHbIE.

JlocTaTo4YHO pelKko HaGNtoAAIOTC KPOBOHINMUAHUSA B MESKHE CYCTaBbi
KMCTEH, CTOT H MEXIO3BOHOYHBIE CYCTaBbI.

MOXHO BBIAENMTL TPH OCHOBHBIE KIMHHYECKHE Pa3HOBMAHOCTH MO-
paXKeHMs CYyCTaBOB NPH reMOPUIHH:

1. OcTpele reMapTpo3s! (NEpBHUHbIE, PEUMAHBHPYIOLUKE).

2. XpoHUYeCKHEe reMopparH4ecKu-IeCTPYKTHBHBIC OCTE0apTPO3bL.

3. BropH4HBI# peBMATOMIHBIN CHHIPOM.

Beoinensror 4 ctaanu ocreoaptposos. Kputepusamu cranmii remogpunu-
YeCKUXx OCTE0apTPO30B AB/AIOTCA KIHMHHKA H PCHTTCHOJIONYECKaA XapaKTe-
PHCTHKA.

I cragusa: cycraB yBenuueH B 0OBEME 3a CYET KPOBOMIHMAHHA, Ha
peHTreHorpamMme oOHapyXuBaercs YTONIIEHUE M YIUIOTHEHME CYCTaBHOH
Kancyns.

II craaus: oTMevaercs XapakTepHOE H3IMEHEHHE HAIKOJEHHHKA —
KBagpaTHas (opMa €ro HHXKHEro MoNioca M YBENHYCHHE NEPeAHEe3aXHEro
pasMepa. DYHKLIUS CyCTaBa MOXET OhITh YMEPEHHO CHIDKEHa, 9TO MpOABJIA-
ercs HeGoabIUINM OrpaHiiYeHueM aMIUIMTY I ABWKEHHI B HeM, HapyUICHHEM
noxoiku, runorpodpuedi Moy, PeHTIEHONOrHYECKH OTMEYAOTCA HU3MEHe-
HHA B CyOXOHApaNsHOM oTAene 3nHH30B: KpacBbie y3ypbl, oOpasoBaHHe
OIMHOYHBIX OBAILHOK GOPMBI M MENKHX AYEHCTHIX HECCTPYKUHHA H KHUCT, yMe-
PEHHO BbIpaXEH OCTEONOpO3, CYCTAaBHAdA Iejib COXpaHeHa H MoXeT OmTh
YMEPEHHO CykeHa.

III cTagus: cycrae pe3ko yBenudyeH B obbeme, nepopMHPOBaH, HacTo
HEpoBEH M OYrpucT Ha OliyNb, OTMEYaeTCA BhIPDKEHHas rHNOTpodus Myc-
KynaTypbl, MOABMKHOCTE TOPaKEHHEIX CyCcTaBoB orpaHiyena. Ha pentreHo-
rpaMme: CyCTaBhl YTOJIIEHB!, Pe3k0 ZehOPMUPOBaHEI, CYCTaBHEIC MOBEPXHO-
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CTH yNioumiekbl, 3MMQH3LI PaCIIKPEHbl 332 CHET THIIEPOCTO30B, AHAdH3LI
yMEHBLUEHBI, CYCTaBHaA IHENb CyXena. Buipaken ocTeonopos, Nerko BO3HU-
KalOT BHYTPHCYCTaBHbI€ NEPENIOMbl, B TIOJNIOCTH CYCTaBa MOFYT BCTPEYAThCS
OpraHH30BaBlliNecs CTYCTKH KPOBH.

IV craaus: yHKIMA CYCTaBa MOMHOCTHIO YTpayeHa, CyCTaBHas WIENs
CyXeHa, MI0XO KOHTYPMPYETCA Ha PEHTIeHOrpaMMe, 4acTo 3apauleHa Co-
€IUHHTENbHON TKAHBIO.

HIHTEHCHBHOCTE MPOrpecCHPOBAaHHMA MOPAXKEHNA CYCTABOB 3aBUCHUT OT
YacTOThl OCTPBIX FEMapTPO30B, CBOSBPEMEHHOCTH H MOAHOUEHHOCTH MX ne-
yeHus. U3 Bcex GopM nopaxeHus CycTaBoB HauGobLIHE TPYAHOCTH B fiede-
HUH NPEACTaBAAIOT XPOHHYECKHE NCCTPYKTHBHLIE OCTEONOPO3bl H BTOpPHY-
Hblif PEBMATOMAHBIH CUHAPOM, KOTOPbBIi MMeeT HMMYHOKOMIUIEKCHYIO TIpH-
pony W cneundHUeckHe KITHHUKO-JAb0paToOpHble NpPH3HAKK: MOpaxeHue
KPYNHBIX U MEJIKHUX CYCTaBOB, YTPSHHAN CKOBAaHHOCTh, apTPanruyn, nporpec-
CHPOBaHHE CYCTaBHBIX H3MEHEHMH, He CBA3AHHBIX CO CBEKHMH KPOBOM3-
nusHUAMHK: nabopatopHo - noskilwenue COD, BeicokHii yposens CPb, ACJ1
«O», PO,

JuddepeHunansuyio AMArHOCTHKY CAEAYET NMPOBOAUTL CO CAEAYIO-
wMMH  3a00neBaHHAMH: reMopparudeckas O60ne3Hb HOBOPOXKIEHHbIX, Go-
ne3us BunnuGpanaa, reMopparu4eckuii sackynut, JIBC- cunapom, Tpom60-
crenud [ naHuMana.

B 3aBHCMMOCTH OT YpOBHA ¢akTOpa B KpOBH BBIAEIAIOT CIEAYIOLIHE
CTerneHd TAKECTH reMOPHAHH:

- Jlerxas CTeneHs — ypoBeHs dakropa cocrasnser 5 — 10%;

- cpenHeTskenat — 1 — 5 %,;

- Tsxenad — MeHee 1%;

- narexHTHas — 6osnee 10%;

JAnarHocTuka

- OGIUHIf aHANM3 KPOBH: CHHXKEHUE reMOrnobHHa, 3PHTPOLMTOB - 33
CHET OCTpOH HIIM XPOHHYECKOH KPOBOMOTEPH.

- KoarynorpamMma: yannHeHne BpeMeHH cBepThiBaHHA, No Jlu-Yaiity,
yBenuuenne AI'TB; xoanunkedpanHHOBOro BpEMEHH, ayTOKOAryJALHOHHONO
TeCTa; CHIKEHHE YPOBHs OAHOTO 3 rura3MenHbix (axropos VI, IX, XI;
HA/TH4YME WK OTCYTCTBUE YPOBHA HHrHOHTOpOB sedpuumTHOrO dakTopa.

- MonekynapHo-6HOROTHYECKHE MCCIEROBaHUA (BbIABJICHHE MATONO-
THYECKOro resa.)

- PEHTreHONOTHYECKOE HCCeAOBaHHE (ONpeaeieHHe CTAAMR OCTEOIo-
po30B.)

Jleyenue

1. PexuM: nocTenbHbii HA NepHOA KPOBOTOYHBOCTH.

2. Orera: cton o6mmid.

3. MennMkaMeHTO3Has Tepanus.



Ilpu CHHXECHUH reMO(QHIMH BERyIias pofib OTBOAUTCA 3aMECTHTENb-
HO¥ TepanHH.

Tak npu reMorIHH A HCNOIB3YIOTCH:

1. Kpuonpeuenerar, KOTOpblii BBOIMTCS C Y4eTOM IpYNNoOBOH NpH-
HA[NEKHOCTH BHYTPHBEHHO.

Pacuer nosnl kpuonpeuenerara (KIT) ocymecreasercs no ¢gopmyne:

Hoza KII = (macca 6onsHoro (xr) x 3anaHHsiii yposews dakropa VIII) / 1,3

B cpennem cyrouHas ao3a KIT cocraeaser ot 15-20 EJl/xr no 60-100
EJl/kr, B 3aBHCHMOCTH OT THXECTH H BBIPAKECHHOCTH TeMOPParHYecKoro
CHHApOMa.

2. BbICOKOOUYMILEHHBIH KOHLEHTPHPOBaHHBIH uesioBeyecknii daxTop
VIIL

B 3aBHCMMOCTH OT CHTyauMH CYTO4YHas [03a cOCTaBager oT 15 mo 50
Ell/kr.

3amecTUTE/bHAA TEpaNKa NPH KPOBOTOYMBOCTH MPOBOAHTCH HO OCTa-
HOBKH KPOBOTEYEHHSA C NOCNEAYIOLIHM NEPHOAOM Ha NMOAACPKHBAOILYIO AO-
3y (1,2 ot HayanbHOIt) B TeueHun 7-10 nHed.

Ilpu neuernu remodunnu B ucnomesyrorea:

1.Konuextpar daxropos ceepruiBarus 11, VII, X u IX — PPSB u ans-
roctat. CyTo4Has 1032 TaK e PACCUHTHIBAETCA B 3aBHCHMOCTH OT CTENeHH
THOKECTH KpoBOTeueHus u coctansier ot 15 Ekr ao 50 ElVkr.

2. KoHueRTpat [X (akTropa cBEpTHIBAHUS KPOBH.

CyTouHas mo3a pacCHMTHIBAETCA € Y4eTOM Toro, 4to 1 Ea/kr nossiwa-
eT ypoeeHb X daxropa B kposu Ha 0,8%. Ilpenapatel BBOAATCA 1 pa3 B AeHb
BHYTPHBEHHO.

Ipu nevenuu 'emodunnu C ucnonssyrorcs C3I1 10-15 El/xr 1 pas B
DeHb.

IMepcnekTyBHOE HanpaBIeHHE - [EHHAA TEPAIHA.

JleueHHe OCJIOKHEHH T

1. OcTpsiii remapTpo3 — HauboJiee HYaCTO BCTPEUAIOIIEECH OCIOXKHE-
HHue remodunuu. Ha ¢oHe nposeseHns 3aMECTHTENIBHONH Tepanuy NMoka3zaHa
HMMOOHIM3aLMs CycTaBa, aclMpalys KPOBH W3 TOJIOCTH CyCTaBa, C BBEJe-
HHEM B CycTaB FMIDOKOPTH3OHA H3 pacyera 3 Mr/kr/cyTt. B cny4ae Bbipa-
*KeHHOro 601eBOro CHHAPOMa Ha3Ha4aloTCA aHAJIIETHKH B BO3PACTHBIX AO-
3ax.

C nNpOTHBOBOCHAIHTENBLHONH LeEnsio Moryr Osith HasHaveHnl [KC
(npeaHN3010H BHYTpPh 1-2 MI/KI/cyT, HO He 6onee 60 Mr/cyT.)

MectHas Tepanusa: YOO Ha 2-3 aHs, 3aTeM poHodopes ¢ FHAPOKOPTH-
30HOM UJIK iKAa30i, MarHuToTepanus, JIOK.
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2. Hocrremopparuueckas amemus. ITokazaHo nazuadeHHe npenapa-
To8 xesne3a ( 3mr/kr/cyr no 1 mec), BHTaMHHOTepanus (BuraMuH B, donue-
BaA KKUCIIOTA).

[To KH3HEHHBIM MOKAa3aHMAM MOXET OBbITh NEpeTuTa 3PUTPOLIHTApHAs
Macca MM OTMBITHIE IPHTPOLMTEI B3 pacdeTa 5-10 M/kr.

3. Bropnunnlii pesmatomanbiii cunapom (BPC). Hasnauatotea
I'KC B cyrouHoii no3e 1-2 mMr/kr sa 1 Mec, ¢ OCHeAyoLIEiH OTMEHOM MO 5 M
Kaxabie 3 aHs.

4. Ipn pa3suTuu HHrHOHTOPHOH GOPMBE reMOPHIMH HCMOAB3YIOT-
€ NPenapathi aKTHBHPOBAHHOTO NMPOTPOMOGHHOBOrO KoMmIuiekca THita FEIBA
unn AUTOPLEX, HO Halo MOMHUTB, YTO 3TH Mpenaparsl NOTEHUUHPYIOT
pHck TpomboTHueckux ocnoxxenni. Takoke HCnoAb3yercs PeKOMOHHAHT-
Holit daxrop VII - nposoautcs BpemeHHas HHY3HA no 90-120 Mrr/kr Kax-
Aele 2-6 yaca KO KyNHpOBaHUA KpoBoTeueHus. [lepcnekTuBHBIM Hanpabne-
HHEM B JICYCHWM HHTHOMTOpPHOH (opMbl ABIAETCA MPOBEACHHE HHAYKLMH
MUMMYHOJIOrHICCKOH TONEPAaHTHOCTH Y NALIHEHTOB ¢ reModrimeit A.

K ocnoxxennsam reMopHany TaK je OTHOCATCA: BHPYCHbIE TeMaTHThl,
kposoHanuauus B [THC u sBHyTpeHHue opranbl; KpoBOTeueHus (MouyedHoe,
XKENyNOYHO-KHIIEYHOE W Ip.), HO fIpH COOMIOACHHH PeXHMa, aNEKBaTHOW
3aMECTHTENILHON M CHMNTTOMaTHYECKOH TEpanHH MpOrHo3 JIeYeHus: 3THX OC-
NoxHeHu#t 6naronpusTHelii. [TauuenTamM ¢ remodunHeil BHNOAHAIOTCA One-
paTHBHbIE BMELIATENBLCTBA, HHBA3HOHHBIC METOAB HCCENOBAHHS, MPOBOJAT-
¢a npodunakTHyeckue NpUBUBKYU (B/MbILIIEUHbIE HHBEKLIHH) CTPOro Ha (oHe
NpoBEJEHNS aleKBAaTHOH 3aMEeCTHTEILHON TepanuHu.

JucnaHcepHoe HaGa0geHHE

[MauueHTs ¢ reModuanelt cocToaT Ha «[I» ydere y remarosora u re-
Iuarpa go 18-netHero Bospacra:

- PeKHM WAALHA, NpodUITaKTHKE TPABMATH3IMA;

- OCMOTp rematoora 1 pas/ 3 Mec, o MOKasaHHAM Jalle.

- obumil aHanu3 KpoBH + TPOMGOLMTE! + PETHKYJIOLHTH | pas B Me-
cAu.

- FeMoctasnorpamma 1 pas B 6 Mec.

- Buoxumuueckuii ananu3 KpoBu: TpaHcamuHassl (AST, ALT), oGmee
Kese3o, ofllee xene3ocBa3bBaolas CnOCOGHOCTD CHIBOPOTKH, TpaHCdep-
puH, LIPB, ACJI-O, PO, ITUK - 1 pa3 B MecsL.

- Y3kue cneuunanuctel (JIOP, cToMaTonor, oKyaucT, HEBPOJIOr, OpPTO-
nen, ncuxosor) 1 pas B 6 Mecsues.

- INpogeccronansHoe nedeHne — JIOK, Maccax oOIMit M CycTaBoB 2
pasa B roa. ‘ .

- CaHaTOpHOE NeveHye B MECTHBIX CAHATOPHAX M peabMIHTAMOHHBIX
LEHTpax.

- Ponurtenam pekoMmenmyeTcs KOHCYNbTalMs FeHeTHKa IIpH MJIaHHpO-
BAHUH CEMBH.
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TpomGounTonenHueckas nypnypa (kox MKB: D80-D89)

TpombGounronennueckass mypnypa (TII) — 3aGonesaHue, xapakrepu-
3yoleecs CKIOHHOCTBIO K KPOBOTOYHBOCTH, OCYCJIOB/IEHHOM H30/1MpOBaH-
Hol TpoMbonuTHyeckoH TpoMbounToneHne# (MeHee 150x10°/5), npu otcyT-
CTBHH MHBIX OTKJOHEHHH NMpH moacyere ¢GOPMEHHBLIX 3EMEHTOB B Ma3kKe
KpoBH. Ilpn 3TOM AaHHBI JHArHO3 MOXET GBITH MOCTABAEH TOMBKO MOCHE
UCKITIOYEHHsl Y NaluUeHTa APYrux 3aboneBaHuit WM ¢GakTopoB, CMOCOGHBIX
BBI3BATh TPOMOOLIUTONEHHIO (CHCTEMHas KpacHas BOJYaHKa, Neiko3bi, MHE-
nogucnnaiuy, arammarno6yjJuHeMHs, BpOXAEHHbIE H HACNENCTBEHHBIE
TPOMOOLIUTONIEHHM).

CHMNTOMB!  WOMOTIATHYECKOH TPOMOOUMTONMEHHYECKOH Nyphypsbl
(MTTI) onmcan euwe I'nnnokpat, Ho Toneko B 1735 rogy Bepnsrod Beimenun
HTIT kaK caMOCTOATENBHYIO HO30JIOTHYECKYIO eNHHHLY W OMuUcaN ee Kak
«bonesHb NATHUCTBIX FeMOPPATHID) Yy MOMOABIX XKEHILMH, a Takke Onmucan
CITy4aH CIMOHTAHHOMO W MOMHOTO BeI3gOpoBieHHd. Cnycrs |50 et 6bu10 KO-
Ka3aHo, 4TO IPHUYHHON reMopparui npu Gonesnsn Bepnbroda spnsercs
YMEHbLIEHHE KOIHYECTBA TPOMOOLMTOB B LIMPKYJIHPYIOLLEH KPOBH.

TTI - knaccHueckoe HMMYHHOe 3a6oneBaHue, Afi KOTOPOro xapaktep-
HBI:

- HU30aMpoBaHHas TpoMGonuTHYeckan TpombounToneHHs (MeHee
150x10%/n, qawe menee 50x10%/) npu orcytcTBUM ApYrvX OTKNOHEHHil pH
noacyeTe GOPMEHHBIX INEMEHTOB B Ma3Ke KPOBH;

- FEHEPANTHU30BaHH bl FeMOpparHueckuil CHHAPOM;

- HOPMAabHOE WJIM TOBLILIEHHOE YUCIO METaKapHOLMTOB B KOCTHOM
Mo3re;

- OTCYTCTBHE Y MALUMEHTOB KIWHUYECKHX MPOABNICHHH Apyrux 3abone-
BaHU# MM (AKTOPOB, COCOOHBIX BBHI3BATh TPOMOOLMTONEHNUIO (CHCTEMHas
KpacHas Bon4aHka, BUYU-nHdexuus, ieiiko3, MUENIOAKCIIIA3UM, araMMario-
GyauHEMNs, BPOXKAEHHBIE H HACHEACTBEHHbIE TPOMGOHTONEHHH, IPHEM He-
KOTOPBIX JEKAPCTBEHHBIX MPENaparos);

- IPHCYTCTBHE Ha MOBEPXHOCTH TPOMOOUMTOB U B CHIBOPOTKE KPOBH
GONBHLIX AHTUTPOMOGOLIMTAPHBIX AHTHTEN, BHI3HIBAIOMIHX IOBBIMICHHYIO HE-
CTPYKLIMIO TPOMOOLIMTOB.

NaxHoe 3aboneBanne ABNACTCH ONHUM U3 HanbOoNee 4acTo BCTpevalo-
IIMXCA HMMMYHOONOCPEAOBAHHBIX EMaToNornyeckux 3abonepaHuit B JeT-
ckoM Bo3pacre. McTuHHas 3aGoneBaeMoCTh He yCTaHOBJiCHA. YUTEHHas 3a-
OoneBaeMOCTh cocTaBnser okono 3-4 caydaes B roa Ha 10 000 zerei no 15

ner. TII Bo3uukaer B moGOM BO3PAcTe, ¢ ONMHAKOBOH YAaCTOTOH y Mambuu-
KOB H J€BOYEK.

3THONIOrUA H NATOreHe3

Pazsute UTII moxer ObiTh CnpOBOLUPOBAaHO BO3ACHCTBHEM pAAa
(akTOpOB, KOTOPbIE HENB3R OJHO3HAYHO Ha3BaTh 3THOMOrHuecKUMH. JledicT-
BHE TpoBoLMpYyomuX (akTopoB peanusyercs Ha QOHE KOHCTHTYIMOHAH-
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HO# MPEAPacoNIOKEHHOCTH OpraHu3Ma. B ponn nposouupyownx gaxropos
MOryT BBICTYNaTh BupycHbie mHbekuun (BHY, uuromeranosupyc, repmec,
Oncraiina-bapp, Berpsnas ocna, KpacHyxa, KOpb, KOKIIOM, SMHAEMUYECKHii
NapoTuT, napeoeupyc B19), 6axrepuanchsie (TyOepkynés, Tnd), nMmyHu3a-
ups (HaTypajibHas OCNa, XKUBas KOpeBax BaKUMHA W AP.), IPHEM JIEKapCTBeH-
HBIX NpenaparoB, TpaHcdy3un u ap. Bpems ¢ MOMeHTa BO3AeHCTBHA NPOBO-
uHpylownx $¢akTopoB IO pa3BUTHA MyPNypbi B CpPeAHEM COCTaBJAET 2 Hele-
an. Onnako npumepno y tpetu GonbHbix HTI1 nauuHaercs Ge3 BUANMOM
NMPHYKHBIL.

Oty $aKkTopsl MOTYT NMPHBECTH K HAPYLIEHHAM MepeBapuBaloilicii cno-
cobHoCcTH Makpodiaros, nponHdpepaumn CeHCUOUNHINPOBAHHBIX K aYTOTPOM-
6ountam NUMGPOUHTOB U CHHTE3Y AHTUTPOMOOUMTAPHBIX aHTHTEN.,

B ocnose narorexesa UTII — nosbliuennoe paspymenne HarpyxeH-
HBIX ayTOAHTHTENAMM TPOMOOLMTOB IKJIETKAMH PETHKYIOTHCTHOUMTAPHOM
cucrembt. B Hactosiuee BpemMa ummyHHBbl reve3s UTTI obuwenpusnau, yro
NOATBEepXkAaeTCA OOHapyxeHueM aHTHTpoMOouuTapHuX antuten (AT), Bh-
cokuM coaepxannem IgG Ha noBepxHOCTH TpoMGOUMTOB, 0GHapyxeHHeM
TMMPOLUTOB, CEHCHOUAM3NPOBAHHBIX K ayToTpoMGouuTam, B KpoBH Gonb-
HbIX. MHUIICHAMH ANA AyTOAHTHTEN ABAAIOTCH rauxomnpoteuHsl (Gp) Mem-
6pansi TpoMGounroB: Gp 1Ib/Illa, Gp Ib/IX u Gp V. MponomxurensHoCTs
*u3Hu Tpombouutor npu HTII pesko coxpamaerca: ¢ 7-10 pueit no He-
CKOABLKKX yacoB. [IpoAyKLMA e MX B KOCTHOM MO3re OCTAeTC HOPMANbHOI
WK Jaxe Bo3pacTaeT (FUneppereHepaTopHas TpoMGOLUMTONEHH).

Ponb ceneszenxu B passutun UTII He orpaHH4YHBaeTca HapylleHueM
nepesapuBaiowieil crioco0HOCTH ee Makpo(haros, YTO HrpaeT postb MyCKOBOTO
MEXaHM3Ma B Pa3BUTHH HMMYHOMATONOTHYECKOro npouecca npu BO3NeHCT-
BYM MpOBOLMpPYIOLMX (akTopoB. IToMHMO 3TOro ceneseHka ABAAETCA Me-
CTOM MpPOLYKLUHH aHTHTPOMOOUMTApHEIX aHTHTEN, BbipabaTbiBalOWMXCA Ce-
JIE3EHOYHBIM MyoM JTUMQOLMTOB, a TakKe OPraHoM, FAe MPOUCXOANT AECT-
PyKLs TpOMOOLMTOB U morouieHHe ux Makpodaramu. Mpu UTIT cosnaercs
TMIOPOYHBIA KPYP: ¢ OAHON CTOPOHBI, BHYTPHCOCYAUCTBII IM3HC TPOMGOLIMTOBR
TIoA BIUAHKMEM antuTpoMOouuTapHbIX AT Hapsaly ¢ UX YCHIIEHHOH AeCTpPyK-
LMel B celle3eHKe NPUBOAMUT K KOMINIEHCATOPHOR aKTHBauUMH TpomMGouuTono-
333, B TO BpeMs KaK ru6Geib KPOBAHBIX MJIAaCTUHOK, Ha MOBEPXHOCTH KOTOPBIX
COZiepXKaTca HMMYHOTIOOYSTHHBI, MPHBOAMT K aKTHRaUWU B-numdouuros, B
pe3y/bTaTe Yero CTUMYNHpPYETCA BBIpAOOTKA AHTHTPOMOOLMTApPHBIX aHTH-
Tell, KOTOpbie BHOBE BbI3bIBAIOT paspylIeHHe OCTABLIUXCH B KPOBOTOKE KpO-
BAHbIX MNacTHHOK. TpoMOOLMTEL e, 3arpy'KeHHBIE HMMYHHbIMU KOMIINEK-
camy, ¢arountupyrotcs MakpodaraMu u Helitpodunamu. IocnenHue Buige-
10T (akrop, akTueupyromuit Tpombountet (FAT). delicreue atoro dakro-
pa MpPHBOAMT K YCHNEHHIO arperaluOHHON (PYHKLUMH H CEeKpETOPHBIX MpO-
LEeCCOB TPOMOOLMTOB, OCTABIUMXCA B KPOBOTOKE, YTO BBHI3BIBAET CHIDKEHHE
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HX QYHKLMOHAIbHBIX CBOICTB, T-€. K KOJIH4UeCTBEHHOMY Re(deKTy TpoMbGOoLIM-
TOB MPHCOEAHHACTCA H Ka4ECTBEHHBIH — pa3sBHBaeTCA TPOMOOIMTONATHA.

PasBuTHEe reMopparn4eckoro CHHapomMa npu 6onesxnn Bepnoroda npe-
HMYILIECTBEHHO O6YyCnoBneHo HapyuieHMeM aHTHOTpodHueckoi ¢yHKuMU
TpoMGoumToB. U3BECTHO, YTO KOMIIEHCATOPHBIE BO3MOXHOCTH AETCKOro Op-
raHH3Ma 4Ype3BbIYAiiHO BHICOKH. CBHAETENBCTBOM 3TOr0 ABIAECTCA TOT akT,
4710 TpoduKy COCYAOB MNOAREPKHBAIOT Bcero nuib 10-15 % umpkynupyro-
wuX B KpoBoTOKE TPOMGOUHTOB. IMEHHO 3TOrO KOSHYECTBAa KPOBSHLIX Mia-
CTHHOK, a 370 15-30x10°/n TPOMGOUMTOB, AOCTATOYHO ANA NOAJEPIKAHHA
Tpoduxu cocyroB H dddexTuBHOro remocrasa. Ilpu Tsxeno# TpomGoLmTo-
NEHHH COCYAMCTHIH 3HROTCNMH, JMMEHHBIH TpoMOoUMTapHOH NOAKOPMKH,
CTaHOBHTCS TOPO3HBIM, MOBBLILICEHHO NMPOHHULAEMBbIM, YTO NPHBOAWT K BO3-
HUKHOBEHHIO CTIOHTaHHBIX remopparuit. Hapaay ¢ HapyileHHeM aHruoTpo-
uveckoit PyHKUHH KPOBAHBIX TUIACTHHOK HMEET MECTO HapylieHue npo-
LIeCCOB CBEPTHIBaHMA (CHIDKEHME MOTpedaeHHA npoTpoMOuHa, HapylueHHe
peTpakuMH KpPOBAHOrO CryCTKa) M aKTHBaUHA cuCTeMbl (UOpHHOAH3A.
Bcnencrsue TpoMGounToneHnn M TpoMbounronatu npu HUTIT cHimkaerca
COJepKaHHE CEPOTOHMHA, CEKPETHPYEMONO KPOBAHBLIMH MMIACTHHKAMH, -
3UONIOTHYECKAA POJSIb KOTOPOro 3aKMIOYaeTcA B 06ecneyeHHH Ba3OKOHCTPHK-
uuM Menxux cocyaoB. Ero medHuMT B onpeneneHHolt Mepe NOANEpKHBAET
KpPOBOTOYMBOCTH MpU HeOONBIINX TPpaBMaX.

Knaccupukauun

BelaensioT nepByuHbIE H BTOPHYHbIC TPOMOOLIMTONEHHYECKHE MypNy-
pbl. K nepBHUHBIM OTHOCAT HAXONATHYECKYIO (MMMYHHYIO) TpoMOoumTOne-
Huueckyto mypnypy (HMTII), HacneacTBeHHble, HMMYHHbIE (M30MMMYHHYIO,
TPaHCHMMYHHYI0, F€TEpOMMMYHHYIO) TpoMbouuToneHuH. BropuuHsie (cHM-
nToMaTU4eckyue) TPOMOOLIMTONEHHH y AeTeill BCTPEYAIOTCA 4aue H Habimo-
JA0TCA B OCTPHIH Mepuol MHPEKLHOHHBIX 3aboNeBaHUH, NpH amnepruye-
CKHX peakuuax, konnarenosax, ABC-cuugpome, I'VC, 3noka4ecTBeHHLIX
HOBoOOpa3oBaHHAX, BPOXKACHHBIX AHOMAIUAX COCYIOB H OOMEHa BEUIECTB,
BC/IEACTBHE BO3NEHCTBUA Pa3NUYHBIX XUMHYECKHX BELUIECTB H MEIMKaMeH-
TOB, KOHU3HPYIOLLEro o6Ty4eHUs, BaKUMHALKH K 1p.

ITo Teuennio:

1) ocTpoe (1o 6 mec.);

2) xpoHnueckoe (Gonee 6 Mec.):

- ¢ peuyavBaMH (PEAKHMH, HaCThIMH);

- HEMPEPHIBHO PELIMANBUPYIOLIEE.

Ilo nepnonam:

1) obocTpenus {kpHs);

2) peMHCCHHU!

- KNuHUYeckue (OTCYTCTBUE reMopparuii py HanuumM nabopaTopHOH
TPOMGOLIMTOMEHHH);
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- KJIMHHKO-reMatosoruveckue (OTCYTCTBHE KAMHWYECKMX W nabopa-
TOPHBIX MPOABNEHHH TPOMOOLIMTONEHUH).

ITo TsixecTn:

1) nerkas, He yrpokaloiast (KOXHBbIH CHHEPOM);

2) cpenneit TaxecTH (YMEPEHHO BBIPXEHHBIN reMOpparH4eckni CHH-
LpOM B BUE KOXHBIX MPOABAEHHI H KPOBOTEUEHHH, KONUIECTBO TpOMOOLIM-
T0B 50-100%10° /n);

3) Taxenad, yrpoxaioias (ATUTeNbHbiE U OOWNbHbIE KPOBOTEUEHHH,
KOXCHBIE TIPOSIB/IEHHS, KONMYECTBO TPOMBOUMTOB MeHee 30-50x10°/n, mo-
CTreMopparuyeckas aHemus).

Beinenenue Takux GOpM HECKOMBKO YCIOBHO, T2K KaK CTerneHb TPOM-
GOUMTONEHHH He BCeraa COOTBETCTBYET CTEMEHH KpoBOoTOuMBoCTH. KnnHuU-
YeCKWH vHTepec npencraBnder knaccudukanus, npennoxeHyas W. Grosby
(1975), noapaszzgensolas nypnypy B 3aBUCHMMOCTH OT OTCYTCTBHA WJIH Ha-
JIHYKS KPOBOTEUEHUS Ha KCYXYIO» U «BAXKHYIO», UTO COOTBETCTBYET JIErKO#H
W cpeaHeTshkenol nubo Taxenol dopmam UTIL

Knannuyeckas KkapTHHA

Knunudeckue npossaeHus 3a60NeBaHMA THIMHYHEI — BHE3aNHOE NOAB-
JIeHHe Myphypsl — MEHEepPaTH30BaHHOI0 MEMOPPArHUECKOro CHHAPOMA MHK-
POUMPKYNATOPHOTO THITA, BLIPAXKEHHOCTb KOTOPOro 3aBHCUT OT YHCAZ TPOM-
6ountor B nepHdepuyueckoil KpoBH. IIpakTHHECKH 3HAUUMO CHIKEHHE YHCAA
TpoMGounToB Menee 100x10%/71, XOTA KpOBOTOUHMBOCTL MOABAAETCH MPH HX
CHMXKEeHUU MeHee 50x10%/n, a yrpo3a ocob6eHHO Cepbe3HbIX remMopparuii Bo3-
HHMKAaeT MpH YMcne TPOMOOLMTOB MeHee 30x10%/. Cepbe3Hoe cnoHTaHHoe
KpOBOTeueHHE (HapHMeEp, JKEMYHAOYHO-KHILETHOE) WIH TeMOpparHIecKHit
VHCYNbT pa3sBMBAIOTCA, KaK NpaBuno, npH TpoMOOUMTONEHHH MeHee
10x10%/n.

emopparnyeckuit cMHAPOM OOBIMHO MPENCTaBNEH BHYTPHKOXHBLIMH
KPOBOH3NHAHMAMH (TIETEXHH H/HIH 3KXHMO3bI), KPOBOH3AHAHUAMH B CIH3H-
cTbie 000IOUKH, CKJIEpHl, KPOBOTEUEHHSAMH (HOCOBbIE, NeCHEBbLIE, M3 JYHKH
yBaneHHoro 3y6a, MaTouHble, pexe MeleHa, reMaTypHs).

XapakrepHbIiMH YepTaMu nypryps! Y 6onsupix TII asasiorcs: nomu-
MOP(HOCTb, MOJMXPOMHOCTb, HECHMMETPHYHOCTD, CMIOHTAHHOCTH BO3HHK-
HoBenusi. I'eMOpparu BO3HHKAIOT CNOHTAHHO (MIPEHMYLLECTBEHHO HOUBIO)
HAH NOA BIHAHHEM JieTKMX YIIHOOB, caaBneHui. OHW HECHMMETPHYHEL, H3-
moOneHHo# Jlokanu3auMH B OTJIHYHE OT TeMOpPPArH4ecKOro BacKyMMTa He
umeroT. ORHAKO HECKOJIBKO Halle pacnosiaraloTca Ha KOHEYHOCTAX H nepel-
HeH NOBEpPXHOCTH TyJoBHLIA (6ONLLWAs TPABMATH3AUHA 3THX 30H), a TaKXKe
Ha n6y (6nm3ocTb KOCTHBIX 0Gpa3zoBaHuii). JIOBOALHO 4acTO reMopparuu
BO3HMKAIOT B MeCTaX HHBeKuMi. I'eMOpparus He BO3ZHMKAIOT Ha NANOHAX,
nonowsax. I'emopparuu npu UTTT noanmopdHbl, NMEIOT xapakTep nerexuii
M 3KXMMO30B pasiiMuHEIX pasMepoB (0T 0,5 no 10 cM 1 Gonee 8 anamerpe) H
¢dopm. Tax xak reMopparM4eckuii CHHIPOM CKITOHEH K PeLMAUBHPOBaHHIO,
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TO HMEET MECTO fMONHXPOMHOCTb, O0YCAOBlEHHAas HajiMiMeM reMopparu,
HaXOLIIUMXCA HAa pasNiyHbIX CTAAMAX 0OpaTHOrO pa3sBHTUA: 31eMEHTH B 3a-
BMCHUMOCTH OT JaBHOCTH MX NMOABJIEHHA WMEIOT PasHYIO OKpacKy — OT APKHX
TIYpNYpPHBIX [0 CHHe-3ejieHsIX M kenThix. Koxa 6GonpHoro npuoGperaer
CXOHCTBO CO WIKYpO# neonapia — «uwiarpeHesas koxa». Ob6patuact Ha cebs
BHHM@HHWe HeaneKBAaTHOCTb MEMOpparui CTerneHd BHEUIHEro MEXaHW4eckoro
BO3dEACTBUA.

B cnyuae CHUXeHHA 4Hcaa TPOMOOUMTOB MeHee 30x10%/n BoapacTaer
pHcK Mpody3HbIX KPOBOTEYEHMH C pasBMTHEM TAXENOH mocTreMopparuye-
CKOM aHeMuH, a TAKXKe KPOBOUITMAHUA BO BHYTPEHHHE OpraHbi — B CETHaTKY
rnasa, BHyTpeHHee yXO0, MOMXKENYAOHHYIO XKefe3y, AHMHHUKH. Y AeBOUeK ny-
GeprarHoro nepuoaa npu UTII MeHcTpyaunn o6unbHble, AnHTeNbHbIE (10 2
5 Hejenb), HepeaKO NPUBOAALIKE K aHEMH3aUMH, B THXKENbIX CIyyadX BO3-
MOXHO Pa3sBUTHE LAMTENbHbIX IOBEHHNbHBIX MAaTOYHBIX KPOBOTEUEHUH, Tpe-
Sytomyix akTHBHOW leyeGHOI TaKTHKH.

Haubonee TAXenbIM OCIOXKHEHHEM, MPEACTABASIOIMM YFrpo3y Ans
KH3HU GOJBHOrO, ABJRETCS KPOBOM3IHAHHE B rOJOBHON MO3r. 3TO OC/OX-~
HeHHWe Yy Jereif BCTpevaeTcs JOCTaTOMHO peako — y 1-2% GonbHeix. daxto-
PaMH pHCKAa KPOBOWIJIMAHMI B MO3I MOrYT GBITh: KPOBOTOYUBOCTH CITH3M-
CTeIX 060N04YeK, KPOBOUINUAHHA B CKJIEpPY, CETHaTKy riasa, KPOBOTEHEHHS;
Hany4He reHepalTH3OBAHHOrO KOXKHOMO reMOpparH4ecKoro CHHApoMa ¢ f1o-
Kanu3auuMed netexwuil Ha nmie; BUPYCHble MH(EKUWH; Ha3HAYEeHUe Mpenapa-
TOB, YXyAmaoWuX QyHKUMIO TPOMOOLMTOB (OCOGEHHO CANMUMAATBL); Tpas-
Mbi FOJIOBBI; KOJHYECTBO TPOMOOLIMTOB MeHee 20x10%/n. Knuuuveckas Kap-
THHA KPOBOU3MMAHHA B MO3I 3aBHCHT OT €ro JIOKaTH3alMH, HO 4alie BCEro
OTMe4aeTCA roNoBHAA OoMnb, TONOBOKPY)KEHHE, CYNOPOTH, KOMAaTO3HEIE CO-
CTOAHHMA, PBOT3, MCHHWHrCAIbHbIE CHMIITOMBI, OYaroBas HeBpOJOrHyecKas
CHMITOMATHKa.

Ilpu obnexTuBHOM O6GCnenoBaHUH pebeHKa, KpOMe reMOpparMiecKkoro
CHHIPOMA, ApYrHe CHHAPOMEI NMopaxeHHus (MHTOKCHKauua, NuMdoaneHona-
THA, FENATOCTIICHOMEr AN ) HE BHIABAAIOTCS.

JduarsocTuka

Ilpn naboparopHoM oOCnenOBaHWM BHABANIOT TPOMGOLIMTOMEHHIO
menee 100x10°/n, yBenwuenue cpenvero o6néMa Tpombouura (MPV) no
JAHHBIM aBTOMATHYECKOro aHATM3aTOpa KPOBH JI0 8,9+1,5 Mkm®.

B nepudepuueckoii kpoBn y nauuentoB ¢ UTII, nomumo TpomGoum-
TONEHUM, MOXeET ObITh yMepeHHas d03uHopWIMs. IIpu BripakeHHO#H KpoBO-
norepe pa3BHBACTCA AHEMUAL.

XapakTepHO yBENHYEHHE BPEMEHH KPOBOTEUEHUA CHHIKEHHE WM OT-
CYTCTBHE peTPaKUHMH CTYCTKa, HapylieHHe YTUIW3auuM nporpoMb6uHA NpH
HOpManbHeIX ypoBHAX GubpHHOreHa, npoTpoMGMHOBOTO BpeMEHH W aKTHBHU-
POBaHHOTO NAPLHANLHOrO TPOMOOMIIACTHHOBOrO. BPEMEHH, HapyIUeHHE peT-
PAaKUHH KPOBAHOTO CryCTKa.
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B myHKTaTe KOCTHOrO MO3ra, KOTOpPbIH NMpPOBOAAT IS MCKTIOYEHHS
APYTMX OHKOTeMaTONOrH4eckHX 3afoneBaHiil, HAXOMAT pa3fpaxeHue Mera-
KapHOIMTapHOro pocrtka, ¢i1abylo «OTIHHYpOBKY» TPOMOGOLMTOB npu HOp-
MAaJILHBIX 3PHTPOUIHOM M MHEJIOHIHOM POCTKAX.

OcHOBHBIE KpUTEPUH AAS MOCTAHOBKH Auarnosa MTTL:

- OTCYTCTBHE KIMHMYECKHX NPU3HAKOB CHCTEMHBIX H OHKOTE€MaTOJIO-
FHYECKHX 3a0o0s1eBaHHi;

- HM30JINPOBaHHasA TPOMOOUMTONEHHS NMPH HOPMANBHOM KOJHYECTBe
3PUTPOLMTOB H JIEHKOLIMTOB;

- HOPMAJEHOE M/ MOBBIIIEHHOE KOMHYECTBO MErakapHOLMTOB B KO-
CTHOM MO3Te€ MPU HOPMATbHBIX IPHTPOUAHBIX U MHENOUAHBIX 3JIEMEHTAXx;

- MCKJIFOYEHHE BTOPHYHBIX GOopM TPOMOOLMTONEHHH MPH rUnepcruie-
HH3ME, MHKpOaHFHONaTH4YeCKOH reMonuTU4eckoi anemun, IBC-cungpome,
NleKapCTBEHHO-HHAYLHpOBaHHoH TpoMOouuTonensn, CKB, BHUpPYCHBIX HH-
¢dexunax (Oncraiina-bapp eupyc, BUU, napsosupyc B19 u np.), ¢ xoTopsl-
MU H NIPOBOIAT anddepeHUHaNbHYyIO ANArHOCTHKY.

Jleyenue

Bce 6onphbie ¢ MoObIMH NPOABICHUAMY reMOPparyuecKoro CHHapoma
JOMKHBI OBITH rOCTIMTATM3HPOBaHL!. B ocTpoM neprone 6onesHn Heobxoanm
NOCTE/BHbIA PEXUM, [P KOTOPOM YMEHBIUAETCS BO3MOXHOCTH MHKpO-
TpaBM. PexxuM pacilMpAIOT MO Mepe YMEHbIIEHUA HHTEHCHBHOCTH reMoppa-
CH4ECKOT0 CHHAPOMA.

OCHOBHBIE NPUHLUIIBI TCHEHHA:

- YMeHbIlIEHHE NMPOAYKUNH aHTHTEN;

- HAPYILEHUE CBA3BIBAHUA aYTOAHTHTEN C TPOMOOLIATAMM;

- yCTpaHeHHE NeCTPYKUMH CEHCHOMTH3HPOBAHHBIX aHTHTENAMU TPOM-~
GOUMTOB KIETKAMH PETHKY.IOTHCTHOLMTAPHO! CHCTEMBI.

Ilp1 OTCYTCTBHUHM KpOBOTEYEHHI M3 CIM3MCTHIX obonouek, cnabo Bbi-
paKeHHbIX 3KXMMO3aX, KojuuecTse TpomGouutos Gomee 35x10°/n neuenne
obbluHO He TpebyeTcs.

BonbHbIM cneayet uzberath 3aHATHI KOHTAKTHBIMH BHAAMM criopTa. C
Lenblo NpopUNakTHKY WHTEHCHBHBIX MATOUHBIX KPOBOTEHEHHIH MEHCTpym-
pYIOLIMM [€BOYKAM [0Ka3aHbl IJTUTENBHO ASHCTBYIOLIME NPENapaThl npo-
recTepoHa Aif 3aJePIKKH MEHCTPYalUHH Ha HECKOJIbKO MECALEB.

Mepeas nunua tepanun HUTII — pHyTpuBeHHBIH WMMyHOrnoGynuH
(BBUI'), rnOKOKOPTHKOMIBI ¥ aHTUPE3YCHbIH HMMyHornoGynus (AxTtm-
RhD-ummyHornoGynun).

[TokasaHus: KpPOBOTEYEHUA M3 CIHM3MCTHIX 0OO0ONOUueK, BhIpaKeHHas
Myprnypa U oOuIbHbIE FeMaToOMBl Ha MeéCTax yuntos, 0COGEHHO Ha rojioBe U
lee, Nporpeccupyiolias nypnypa, TpomGountonesus 6onee 3 nemens, pe-

UMIMBHpYOILat TPOMGOUMTONEHHS, KONMYecTBe TPOMOOLMTOB MeHee
20x10%/n.
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Tpu octpoit UTT] BBUI' BBoaaT B obuiei no3e 1-2 r/kr Ha Kypc no
cxeme: 400 Mr/Kr B CYTKH B TeueHue 5 mHeil unu | r/kr B CyTKM B TedeHHe |-
2 nueit. [lpu xponuuecko#t UTI1 —~ HauansHas no3a 1 r/kr B CyTKu B TeYeHHe
1-2 ameii, 3aTem enunuuHble MHQY3UH B no3e 0,4-1 M/Kr Wi NOAAEPKAHHA
He3onacHoro yposns TpoMGouuToB (Gonee 30x10°/n).

I IFOKOKOPTHKOMAB! HAa3HAuaIOT B A03e 1-2 MI/Kr B CyTKH Ha 2-3 Hene-
mm npu orcytctBiM BBUIT uam npu orcyrcrBum croiikoro s¢gdexra ot ero
npumeHeHHs. B HEOTAOXKHBIX cny4dadx AnA Gonee GbicTpOro KynMpoBaHHA
reMopparH4ecKoro CHHApPOMa MOMKHO NPHMEHHTh METHANpeaHH30n0H 30
MI/KT B CYTKHM WM CONIOMENpos B fo3e SO0 Mr/M> B CYTKH B TeueHme 3-7
JHEH.

KombGunupoBaHHOE NpHMEHEHHE MIIOKOKOPTHKOHAOB H BHYTPHBEHHO-
ro uMMyHornoOynHHa BbIzbiBaeT Gosmee GbICTpoe yBenHueHHe KOAHUECTBa
TpoMOOLMTOB. GHO NOKa3aHO [pH KPOBOTEYEHHAX H3 CIH3HCTHIX obonouek,
OGLUMPHBIX METEXUAX, MypPHype U SKXUMO3aX, CUMITTOMAX BHYTPEHHUX KpO-
BOTEYEHH, B 0COOEHHOCTH BHyTpHuepenHbiX. Ero npHmeHatoTr npu yrpo-
HAIOIHMX KH3IHH KPOBOTEYEHHAX U MNPHU MOATOTOBKE K XHPYPTHYECKOMY BMe-
maTenbCTBY.

AHTU-RhD-nmMyHorno6ynun npumensior y RhD-no3sutHshbix He
CIIEH3KTOMHPOBAHHBIX NALIKEHTOB.

Bropas nuuug tepanun UTTI — cnaenskTomus, TpaHcdysua tpomGo-
UMTOB, arOHUCTBI TPOMOOMOITHHOBLIX PELENTOPOB, AAHA30M, UMMYHOAE-
npeccaHThbl (BHHKPUCTHH, a3aTHOMPHH, UHMKNOCNOPHH A, umknodochamun),
puTykcHmad.

ITokasaHus K CIUICHIKTOMHH:

- Txenad octpads UTIl ¢ HanuuueM >XKM3HEYrpOXaIOWMX KpoBOTeue-
HHit IpH OTCYTCTBMM OTBETa Ha MEAMKAMEHTO3HOE BO3JICHCTBHE;

- ANUTENBHOCTH 3a6oeBanns Gonbme 12 Mecsues, TPOMOGOLMTONEHUSA
meHee 10%10°/n n kpoBoTeueHnn B aHAMHESE;

- xpoHuueckas UTII ¢ npu3HakaMH KpPOBOTOYHBOCTH H MOCTOAHHBIM
ypoBHeM TpOoMOGOHHTOB MeHee 30x10°/n NpU OTCYTCTBHM OTBETa Ha JleyeHHE
B TeYeHHE HECKONbKMX JIET.

TpeTsA JIMHHA TepanuH — KOMOHHHpOBaHHAA TepanMsa npenaparamu |
W 2 AMUUi, TPAHCNAAHTALMS reMONOITHYECKHX KJIETOK H aneTy3ymad (Kam-
nac).

VY naumenTtos ¢ nepcucrHpyloineil TpoMboumTONeHHEH B XKHU3HEYrpo-
JAIOWHMMH KPOBOTEYCHHAMH, HECMOTPA Ha MEIMKAMEHTO3HOE BMEMIATe/b-
CTBO H MPOBEACHHE CIUVICHIKTOMMH, BO3MOKHO HCIIONb30BaHHE Mmnasmadepe-
3a Wi GBICTpOro yaaneHus aHTHTPOMOOIMTAapHBIX AHTHTES.

[pH HOCOBBIX, AECHEBHIX KPOBOTEUCHHAX MPHMEHAIOT MECTHYIO reMo-
CTAaTHUYECKYIO TEpalHI0 reMocTaTHIecKoi rybkoil, TpOMOHHOM, 3TICHAOH-
AMHHOKATPOHOBO KHCNOTOH, GHOPHHOBOF ILICHKOM.
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Iporuos

IporHos B GonblIMHCTBE CiTy4yaes GnaronpuaTHeiit. ¥ 70-80% nauu-
€HTOB PEMHCCHA HACTymaeT B TeueHHe 6 Mecaues, y 50% — B TeueHue
1 mMecqua ot Havana 3aboneBaHus. BO3MOXXHO XPOHHYECKOE pELHAXBHPYIO-
lee TeYEHHe C reMOpparnueckUMH KpH3aMmu. B penxux caydasx (ue Gonee
2-3%) BO3MOXKEH JIeTaNbHEIA HCXOA B pe3ybTaTe KPOBOU3JIMAHHS B MO3T.

JauaeMHONOTHSI OHKOJIOTHYECKHX 3aboneBanuil y nereil
(xon MKB: C00 — D48)

Conuanbie HOBOOOpa3zoBaHHs y HeTe#l MOTyT OBITH pasfiefieHs! Ha He-
IIOKA4YECTBEHHbIE U 30KauecTBeHHble. OcoOblH HHTEpEC AA CREUHANTHCTOB
TIPEACTABAAIOT 3NIOKA4ECTBEHHbIC HOBOOOPA30BAHHA: OHM 3aHHMAIOT BTOPOE
MeCTO B CTPYKTYpe CMEPTHOCTH AeTel craplile roga (ocne TpaBM H Hecda-
CTHBIX CITy4acB).

Habatonaercs MeMUIEHHBIH, HO HEYKJIOHHBIH pPoCT noxasatesns 3abone-
BaeMOCTH AeTed 310Ka4eCTBEHHbIMH HOBOOOpasoBaruaMH. ITo rauHbiM Wn-
CTUTYT2 MEIMUHMHCKON CTATMCTHKH W AokymeHTaumn (Maiinu, 'epmanus),
nokasatenb 3a00NeBaEMOCTH 3M0KA4EeCTBEHHBIMH OMYXONAMH Bhipoc 3a 12
aet (c 1980 no 1992 rox) c 10 no 14,6.

Poct 3a6oneBaeMOCTH 3/10Ka4ECTBEHHBIMH HOBOOOpazopaHuaMu 00y-
ClOBJIeH yBenHveHueM xonmdecrsa onyxoneii ITHC u numdom. B Poccuu u
PB Taioke 3apeructpupoBaH poct 3a60/ieBaEMOCTH 3JIOKAYECTBEHHBIMM HO-
BOOOPa30BAHUAMM eTell ¥ MOAPOCTKOB.

B nociennue 15 ner HaMeTHNICA 3HAYMTENLHBIN MPOFPECC B JICUCHUH
MHOTHX OHKOJIOrHYeCKHX 3aboneBanuii.

CrpykTypa 3a601€BaEMOCTH 3/IOKA4ECTBEHHBIMH HOBOOOpa3oBaHHEM
Haubosee MoJHO M JOCTOBEPHO OMpeJelieHa B CTpaHax C pa3BHTOH CHCTEMOiH
c6opa u obpaborku uHpopmauuu o 6oasHeix (CLLLA, Fepmanus, Ppanuns),
MMEIOIIMX HAUMOHANLHEIE PErHCTPLIL.

CrpykTypa 3a601eBaeMOCTH 3110KAYECTBEHHBIMH HOBOOOPa30BaHHAMH
HMeeT Bo3pacTHble 0co6eHHOCTH, B Bo3pacte 15-19 sieT 3HaYHTENBHO MEHS-
€TCA CTPYKTypa 3a0oneBaeMOCTH reMo61acTo3aMH — YMEHbIIAeTCa Ao
OCTPBIX JICHKO30B ¥ 3HAYHTEABHO BO3pacTaeT ROJA IHMPOM.

Ocrpuiit TumdobaacTaelii neiikos (kox MKB: G91.0)

Ocrpeiit  aumdobaactrbiit neiikoz (OJUI) - rpynma snMHHYECKH
FETEPOreHHBIX KIIOHANBHBIX 37I0KaYeCTBEHHBIX HOBOOGPA3OBaHHil H3 KNETOK-
NpeIIECTBEHHUKOB  MM(OLUTOB, OCLIMHO MMEIOWMX OnNpeAenEHHbIC
TeHeTHYeCKHe ¥ WMMYHO(DEHOTHNHYECKHE XapaKTepHCTHKH. BropuuHble
aHOMAJTMH KJIEeTOYHOH AupPepeHLIMPOBKH WK nposHdepaLiH PHBOAAT K
YBEIHYEHHIO MPOAYKIMH H HAKOMIEHHIO 1uM(OOGNacToB B KOCTHOM MO3re H
MHOHMIBTPauHK THMQPaTHIYECKHX Y310B U MApPeHXHMATO3HBIX opranos. [lpu
otcyrcteuu nedeHns OJIJI 6picTpo craHoBUTCS (paTanbHBIM 3aGoneBanHeM.
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SnHAeMHOJI0THS

Bbonee 80% Bcex Jeliko30B y HeTell HUMEKOT JHUMGOBOHOE NpoHc-
XoxaeHHe, u3 HMX 80% COCTaR/AIOT ONMyXOiM U3 MPEAMECTBEHHHKOB B-
numdounTos, 1% - onmyxonyu u3 3pensix b-knerox. okono 15% npoHexonst
u3 T-numdountos, MeHee 5% HMEIOT HEONPEAGNEHHOE KJIETOYHOE
TIPOMCXOKIEHHE.

OJUT — camoe 4acToe OHKONOruueckoe 3abosieBaHHe NETCKOro BO3-
pacTa, CocTaBasoLIee 0KoNo 25% Bcex 3/0KaYecTBEHHBIX HOBOOGpa3oBaHui
B Mexuatpun. 3aboneBaeMocTb B Pa3BUTHIX cTpaHax paBHa 30-40 cnyuaeB Ha
1 000 000 perckoro Hacenewus.

KanHu4eckas KapTHHa

OcHoeHble KnHHU4eckde npusHakd OJUI - cmabocth, AnMXOpanka,
HEXOMOrauue, 6o B KOCTAX W/HIM CycTaBaX, reMOppari4eckuii CHHApOM
(KpOBOTOYMBOCTE CIM3UCTEIX O00O/I0OYEK POTOBOM  MOJOCTH, KOXKHEIE
remopparuu), 6neaHocts. JIuxopaaka oObIYHO CBA3aHa ¢ GakTepualbHOH,
BUpYCHOM, rpubKOBOfi MK NpoTo30iiHOH (pexe) MHbekUmeld, OCOOEHHO Y
nereif ¢ BelpaxeHHOU HeliTponeHuedt (mMenee 500 HelTpoduioB B MK).
CnabocTb BO3HUKAET B pe3yabTaTe aHEMHH U HHTOKCHKALIMH.

I'emopparuueckuii CHHAPOM CBfi3aH Kak ¢ TPOMOOLUTOMEHUEH, TaK U
€ BHYTpHCOCYIHUCTBIM TpomMb030M (0cOBEHHO NPH rUNepleiKoLMTO3e).

OH npHBOJMT K MOABIEGHHIO METEXMH M IKXMMO30B, MENICHBI, PBOTHI C
kpoBeto. Kposoteuenue u3z XKKT oObluHO Bhi3BaHO TpoMOouMTONCHHEH,
KOAaryJionatuedl WM TOKCUUYECKHM BO3ACHCTBUEM XHMHOTEPANEBTEYECKHX
NPENapaToB Ha CM3UCTYIO 000N0UKY.

Jefixemudeckas MHQUNBTPALMA HAAKOCTHHUB! H CYCTaBHOW KarcCyibl,
UH(apKTH KOCTH W onyxoNeBoe yBeluveHue 00bEMa KOCTHOrO MO3ra mpH-
BOJAT K mosieneHuio Goneil. PentTrenorpaduyecku oOHApPYKHWBAIOT Xapak-
TepHLIE H3MEHEHHA, 0COOEHHO B TPYO4aTHIX KOCTAX, OKONIO KPYMHBIX CyCTa-
BOB. BOJIM MOryT BO3HHKATh U MO3XKE, B PE3yALTATE OCTEONOPO3a UK acen-
THYECKOTO HeKpo3a. B mpoliecce AAHTEABHOro Ae4EeHUs NPEAHH3ONOHOM H
METOTPEKCATOM MOFYT BO3HHKAThH MAaTOJOFHYECKHE NEPEIOMBl, B TOM YHCHe
fiepesoMbl MO3BOHOYHHKR. BOMH ¥ OTEKH CYCTaBOB MOFYT ObITH MPHHATH! 32
CHMITTOMBI PEBMaTOMAHOTO apTPHTa WU APYrHX 3aboneBaHHil.

PacnipoctpaHenHe  OnacroB B nMMpaTHYeckHe YRl M
NApEHXHUMATO3HBIE OPraHbl NPUBOAMT K NHMGANeHONaTHH, YBENHYCHHIO
neyeHH W cene3eHKH. KIHHMYECKH OpraHHbIE NOPWKEHHA MPOABIAIOTCH
GonAMM B KHBOTE, pacIIHpEeHHEM CPENOCTEHHA ¢ Pa3BUTHEM CHHAPOMA
CAABNEHMA, YBEN HYCHMEM AHYEK Y MalNbyHkoB. MHHIHANBHOE YBeMHYCHHE
sAnvex B Bujge Oe300oNe3HEHHMBIX TUIOTHBIX OXHO- WIH JBYCTOPOHHHX
unduneTpaTos ormeueHo B 5-30% cnyuaes mepsuunHoro OJIJL. McrunHas
4acToTa TMOPDKEHHA AWUYHHKOB HEW3BECTHA, MO JAHHBIM HEKOTOPBIX
HCCNenoBanmii oHa cocraBnger oT 17 no 35%. SuunukH 0coGeHHO uacto
TOpaXKaloTCA NpH runiepiieiikormrose U T-kierounoM papHante OJUL
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H3zBecTHBI Ciiydad 3HAYMTENBHOTO YBEIHYEHHA MOYEK B pe3yNbTaTe
JieHKeMH4ecKoNl HH(UILTPAUMHM, MPH 3TOM KIHHHYECKHE CHMMTOMBl MOTYT
OTCYTCTBOBaTE. B mpouecce JnedYeHMA MOYKH MOIYT YBEIUYUBATHCA
BCJICACTBHE MOBBIUIEHUS B IUIa3Me KPOBH KOHUEHTpPALHH MOYEBOH KHUCAOTHI
W ApYrux NMpoOmyKTOB MeTabo/iyv3Mma MypHHOB, 3aKyNMOPHMBAIOLIHMX OYEYHBIE
KaHanbibl.

Peakue ocnoxHeHHs — WHOWUABTpAUMA MHOKaplla W BbIOTHOH
MEepUKAPAMT BCIEACTBME OOCTPYKIMH myTeidl nuMQOOTTOKa Mexmy
SHIOKApAOM M SmuKapaoM. KapauoMHomaTHs MOXET pasBUTLCA M03XKe B
pe3yabTaTe HHQEKLHOHHBIX OCTIOXKHEHUH U NPUMEHEHH KapAMOTOKCHUHBIX
AHTPALMKJIMHOBEIX AaHTHOMOTHKOB.

Hapymemm CO CTOpPOHBLI AbIXATENBHOM CUCTEMbL MOryT ObITh CBA3AHDI
C YBENIHYEHHEM J'IHM(baTl/l'-leCKHX Y3JI0B CPEAOCTCHUA WM C YBEJIHYCHHUEM
THMYyca (xapaktepHo miua T-knerounoro neikos3a), ¢ nelkeMuyecKoH
uHOUAbTPauMed NErOYHOH TKAHM WIH KPOBOM3NMaHMAMH B Heé. UHoraa
CNOXHO AuddepeHHPOBATE ITH OCAOKHEHHSA € HHPEKUMOHHBIM TIPOUECCOM.

Hanbonee wuvacthie npu3Haku mnopakesms maz npu OJIT —
KPOBOM3MAHMA B CETYATKY, WUHQHILTPALMA COCYNOB M OTEK COCka
3pUTENBHOTO HEpBa, BO3HUKAIOMIME B  pe3yasTare HeHponeikosa,
TPOMOOLIMTONCHUH, KOaryiONaTuH.

[posBiieHUAMH HEHPONCHKEMMH MOTYT ObITh MOPAKEHHMA YEpPEenHbiX
HepBOB, OBLIEMO3rOBLIE H MEHHHICAIHLHBIE CHMITTOMBI,

Bo3MOXHO MOABNEHHE NEHKEMHSOB — CHHIOWHBIX MAOTHBIX
6e360/1e3HEHHBIX MHPUILTPAaTHBHBIX 3NEMEHTOB Ha Koxe. JlioGoe
MOBpEXJEHHEe KOXKHBIX MOKPOBOB CTAHOBUTCA BXOAHMBIMM BOPOTaMH Afif
HHOEKUYH, MNO3TOMY 4Yacto OOHApY)KHBAIOT NAPOHHXWH, NAHAPHLIUH,
UESUTIONHT WM HHPUUHPOBaHHbIE YKYCH! HACEKOMBIX H CAEAbl HHBEKLHH.

JuarHocTHKA

Juarwo3 OJUI ctapst Ha OCHOBaHMH AaHHBIX aHaMHe3a, GU3NKaABHOTO
o6cnenoBaHis H MabOPATOPHBIX HCCNEAOBaAHHUH.

JlaGopaTopHasi AMarHOCTHKA

OGmui aHalH3 KpOBM: KOIMYECTBO JEHKOLUTOB MOXeT ObiTh
HOPMANTbHBIM, CHMKEHHBIM MM MOBBILICHHBIM; YacTO, XOTA M HE BCeria,
ofHapyxuBaloT 61acTHble KIETKM; XapakTepHbl CUIIOpPEreHepaTopHas
HOPMOXPOMHaA aHEMHst 1 TPOMOOLUTONEHHUA.

BHOXHMHYECKN  aHaJM3 KPOBHM:  XapaKTepHO  MOBBILWIEHUE
axTuBHocTH JIAI; onpesensioT Takke mokasarend QyHKuMid noyex u
TICYEHHU.

MuenorpaMma: KOCTHOMO3TOBYIO MYHKLUIO HEOOXOAUMO MPOBOAUTH
MHHUMYM M3 IBYX TodeK (y HeTeill A0 2 JleT 3TO MATOYHBIE KOCTH WJIN
6yrpucroctn GonbmebepuoBsix KOCTEH, Yy AeTed crapuiero pospacra —
3afHKe U MepeiHHe OCTH MOAB3NOIIHbIX KOCTe#) ang 3abopa AOCTaTOYHOrO
KOMHYeCcTBa AHArHOCTMHECKOro Matepuana. 3abop MmarepHana xenaTesibHO
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npoeBoauTh non obieli anecresueit. Heo6xomumo caenatrs 8-10 mMa3koB M3
KaXJIOH TOuYKH, a Takxke cobpaTh MaTepHain Ui HMMYHO(EHOTHITHPOBAHUA,
LUTOMEHETHYECKOTO H MOJICKYJIAPHO-TEHETHECKOr0 HCCeN0BaHHMA.

CoHHHOMO3roBas HNYHKUHSE - 00d3aTenbHOe OUArHOCTHYECKOE
MCPONPHSTHE, MPOBONMMOE CNEUHANHCTOM B YCIOBHAX ceJaudd H MpH
HAJIMYHM B nepudepHYecKOi KPOBH TPOMOOLIMTOB B KOAHYECTBE HE MEHee
30 000 B Mxn (Npu HEOOXOANMOCTH TIEPe MyHKUMEH IPOBOIAT TpaHChy3um
TpoMboumTapHoit Maccsl). Jis MpUroToBaeHHs LHATONpErnapaTa HEO6X0AUMO
He MeHee 2 MJ1 CNMHHOMO3rOBOH KHIKOCTH.

HHcTrpyMenTANbHAA AHAFHOCTHKA

XenarensHo (@ MpH H&AIMYHM HEBPOJOTHYECKOH CHMIITOMaTHKH —
obs3arensHo) nposepeHre KT ronosHoro Mosra.

YapTpa3dByKoBoe HcceA0BaHHE MO3BOAAET ONPEACNUTH pasMephl
UHQUNBTPHPOBAHHBIX  MAPEHXHMATO3HBIX OPraHoB W YBEAMYEHHBIX
JUMpATHYECKHX Y3N0B OpIOWHON MOMOCTH, MANOro Ta3a H 3a0pIOMIMHHOrO
[POCTPaHCTBA, pa3MePbl H CTPYKTYPY AUYeEK.

Pentrenorpagus rpyaHoi  KAeTKM  MNo3BonseT  OOHApYXHUThb
yBeNnU4YeHHE CPEXOCTEHHA. BbINOTHOH IeBpHT. Pentrenorpaduio kocreil u
CYCTaBOB BBITOJHAIOT IO TNIOKa3aHHUAM.

Urobbl YTOYHHTD J[MWArHo3 W HCKIIOYHTh MOpPaXXeHHs cepalla,
MPOBOAAT  3JeKTpokapauorpaduio W 3xokapauorpadmuio. [lokasaup
KOHCYJIbTAllMH OKYJIMCTA, OTOPHHONApHHrosora (OCMOTP rAasHOro JHa,
NPHAATOYHLIX Ma3yX HOCa).

CnelagbHbIE METOAbI AMATHOCTAKH

OuarHoctuka OJLJI ocHoBaHa Ha OUEHKe oIyxoneBoro cybctparta -
KOCTHOI'O MO3ra, JTHKBOpA.

lluronornyeckoe  HMCCNEAOBaHHME KOCTHOrO  MO3ra  MO3BOJACT
oOHapyKuTb  FHNEPKAETOYHOCTh, CYKEHHE PpOCTKOB  HOPMalIbHOTO
KpOBETBOpPEHHA ¥ HHOHMILTPALMIO BJIACTHBIMM KJIE€TKaMu - OT 25% go
TOTAILHOTO 3aMellleHHs KOCTHOTO MO3ra OIMyXOJIbIO.

Mopdonoruueckoe CXOACTBO 3/0Ka4yeCTBEHHbIXx nuMdobractos
HOPMAJTbHBIX KNeTOK-NpeAIeCTBEHHHKOB Tpebyer OnpeneNeHHs
MIPOLEHTHOr0 COOTHOWEHU nuMGOONacToOB B Maskax KOCTHOIO MO3ra,
OKpateHHBIX 1o PomanoBckoMy-I'umse. Mopdomoruyeckas knaccudukaums
OJIJ1, cornacHo kpurepHiM rpynnel FAB (®panxo- AMepukano-bputanckas
KOORepaTHBHaA rpyrina), NMpeayCMaTpUBaeT HAa OCHOBaHWH oOnpelencHus
pa3MepoB, CTpOeHMs SfIpa, HaIM4us BKIOYEHWH M HAPYIrHX NPU3HAKOB
noapaszaenenye 6nactos Ha rpymner L, L,, L;. Bonee 90% cimyqaes OJL1 y
JeTeit OTHOCAT K BapHaHTy Ly, 5-15% - kK L, , Menee 1% - k L;. B HacTosee
BpeMs OCTpHIt nefiko3 co 3penbim B-¢enorunom (L;) oTHOCAT K rpynne
HEXOMKKHHCKHX JTHMdOoM.

IuToxuMHn4eckoe HCCNenoBaHHEe — CIeAylOmuUi obA3aTeNnbHbIH
sTan auarHoctukd. C TNOMOWBIO UMTOXHMHYECKOrO OKpalllHBAHUs
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BEIABISIIOT  MPUHAIOKHOCTP  KIETOK K  ONpefen&HHONW  JIMHHH
mupdepeHunpoku.  OOA3aTesbHO  WCHONB3YIOT  OKpalluBaHHUe  Ha
MUENONepoKCHIa3y (peakuus KIEeTOK, MPHHAaIeKaMX K JMMQOHAHON
nuHuM auddepeHumposky, orpunarensHa), IIMK-peakuus Ha riaMKoreH
nomoraer  auddepenumpoBats aUMOHIHBIE OnacThl  BCIEACTBUE
XapaKTEpPHOro rpaHyJApPHOTO OKpalllMBaHMs rrorutasMbl.  Okxpacka
CyJaHOM ‘iépHLlM MONOXUTENbHA B MHENOUMHBIX KJICTKaX C THIIHYHBIM
pacrionoxenueM rpavyn. Kucnyto ¢ocdarasy obGHapyxmupBalor npu T-
KJIETOYHOM Jteliko3e.

AmmynodeHOTHNHPOBAHHE - OJHO H3 OCHOBHBIX HCCIEHOBaHMi,
onpejensgioniee KIETOYHYIO NPHHAANEXKHOCTs ONacTHOM nomyjisUMM H
ApOrHO3 3aboneBaHus. Cneunduueckue TTOBEPXHOCTHBIE "
uMTOIUIa3MaTHYECKHe aHTHreHsl T- H B-nmumdouuTos HCOONB3YOT B
KayecTBe MApkEPOB AnA WAEHTHHKALMH, ONpPENENCHHA MPOHCXOIKAECHUA H
cragun auddepeHUHpoBKH NTHMPOUIHBIX KneTok. Hcnonb3oBaHue nanenu
MOHOIUTOHAIbHBIX aHTUTEN K KiacTepaM AH(¢epeHUHpPOBKH 1 ONPEAeICHHE
MPOLIEHTHOrO COOTHOWIEHHs HX IKCMpPECCHM B BIACTHOH NMOMYMALMH
A03BONAeT yKa3aTh, kK T- unu B-NHHUHM OTHOCHTCA NEHKEMHUYECKUR KIIOH Y
mdanHoro GonmeHoro. Ha pesynprarax HMMYHO(GEHOTHITHPOBAHHMS BIIACTHBIX
KJIETOK, COMIACHO COBpeMeHHOo# Kknaccuukarmu, ocHopaH auardo3 OJUI
(Tabnuua 9.1).

Tabmua 9.1. MMmyHosormdeckas ktaccuukaups octporo mmpobnact-
HOT'O fefKo3a

Bapuanr neiikoza | Fmmyronorveciate Mapkepbl

Ocrpeiii mavobnacTHb I neiiio3 B-mumm

CD19" whum CD79a" whwm CD22” nurromnasmarmieckii

OxcrpeccHs He MEHEe YeM JABYX M3 TPeX NaH-B-KIeTOMHEIX MapkepoB

Bamsunncrso cysace TAT 1 HLA-DR'; npu 3penom B-OJLT uacro ofHapysamator TaT

[Tpo-B-OJUI (BI) Her 3kcrpeccuu ApyTHX MapkepoB

«O6umin -OJUI (BIT) CDI10”

TTpe-B-OJUI (BH) 1romnasmarvueckii IgM

3pemsiit -B-OJUI (BIV) lhnol;mamamqeame WIH TIOBEPXHOCTHBIC K
WH A

Ocrpoiii mvoGnacTibi fefiko3 T-IHumM

CD3" wirommnasmaruyeciuii WM MeMOpanHBit, GomunHerso ciydaes TaT , HLA-DR', CD34
(311 MapKephi He HIPIOT POsTH B IHATHOCTUKE K KIACCHOHKALMH)

Tpo-T-OJUI (TN CDT
Tpe-T-OJUI (TI) CD2" wiwm CD5” wwm CD§'
Kopruxamsaeit T-OJUT (TID) CDla’
3pemii -T-OJUI (TIV) CD3" memGpannmiit, CD1a’
o/B-T-OJUJI (a) Anmu-TCR o’

/5 - T-OJU1 (b) Anmu-TCR Y5

QJUI - ocrpeiit mMboORacTHbL Nieiikos
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IInTOreHeTHYeCKHEe W MOJIEKYJ/ISIPHO-TeHETHYECKHEe METOAB! B MO-
CNEHUE TONbI, WIKPOKO NPUMEHSIOT /I8 U3yUEHH JISHKEMHYECKMX KIIETOK,
MeToAb! MO3BOJIAIOT OUEHUTH COCTOSHME XPOMOCOMHOIO anmnapara — KOJIK-
HECTBO XPOMOCOM H MX CTPYKTYDHBIE M3MEHEHHS (TPAHCIOKAUNM, UHBEPCHH,
neneunu). LluroreHetnueckue aHomamuu d JHK-uHzekc (COOTHOLUIEHHE
xonuyectBa JHK B nelikeMuyeckHx Ke€TKaX M B KJETKaX C HOPMalbHBIM
IOWTUIOWOHBIM KapHOTHIIOM) — 3HAa4YMMbBIE MPOTHOCTHYECKHE (aKTops!.
BrifBIeHHE KIOHANBHBIX aHOMAINHH, XapaKkTepHBIX MR KIETOK OMyXOJNH
JaHHOTO MaUMEHTa, MNO3BOJSET OTCAEKHBATL KOIMYECTBO ITUX KIETOK B
IVHAMMKEe 3a00NneBaHHR Ha MOJEKYNAPHO-TEHeTHYECKOM YpPOBHE H
OMPENIENATE MHUHHMAILHYIO Pe3HIYAIBHYI0 KIIETOMHYIO  ITOMYNALMIO.
MaeHTHOHKAUMS U MONEKYJIApHAS XaPaKTePUCTHKA FEHOB, PETYNsUus MM
DYHKUMA KOTOPBIX MOXeET OBITH MOBPEXKISHA B Pe3ysbTaTe XPOMOCOMHBIX
M3MEHEHHH,  crnocoOCTByeT  MOHHMAHWIO  MOJIEKYJSPHBIX  OCHOB
3/IOK3UECTBEHHON TpaHChHOpMany.

LIdroreHeTu4eckue  XapakTepPHCTHKH  BKJIIOYEHBI B KPHTEpHH
ofpeneneHus nporHosa sabonesanus (Tabnuua 9.2).

Baxublit nporHoctudeckuit pakTop — OLEHKa MHHUManbHOH
pe3suayansHo# Oone3HH, TO ecTh OLEHKa KOMMYEeCTBa OCTAaTOUHBIX
NeKEMHYECKUX KJETOK Yy MaiueHTa B PEMUCCHH. TEXHUKA BBIABICHHs
MHHUMaNbHOH pe3MiyansHOR Golle3HH 3aKiOYeHa B OfpeiefieHuH KIETOK ©
AHOMATUAMHU KapHOTHNa C TOMOILBIO LHTOTEHETHYECKMX METOMOB (MOXHO
00HApYXUTE OOHY aHOMATGHYI0 Knetky Ha 100 HOpPMAIBHBIX) WIH
nosuMmepasHoii nenHoil peaxuwy (ITL[P nossonser oOHApYXKHTL OAHY
NaTONOTHYECKYIO KIeTKy u3 10° HopManbHBIX).

Tabauna 9.2. Tporsoctvueckue (aKTopbl HCXO4A TEPANHU OCTPOro
umMoOIaCTHOrO JieiiKo3a

Paxropu BaaronpuaTasii nporsos | HeGnaronpuarHbil ipornos
Bo3pacr Crapwe 1 roaa u muaguie 9 | Maanume 1 roga u crapwe 9
aeT neT

Ton Kenckuid Myicckoii
Jlefixoumro3 <50 000 B Mxn >50 000 B Mxn
JHK-unnexc >1,16 <1,16
Komaaecrso xpomocom B | >50 <45 (ocoGenno 24-38)
ONaCTHHIX KIETKAX
Orper Ha 8-if nern neucuus | Her Gnacros B xposn Ectb 61aCTH B KPOBH
LHC-craryc IHC 1" LJHC 2 wna L{HC 3°
Llurorenernka Tpucomus (+4) rnu (+10) 4;11), 1(9;22),
Monexyaspuas reneraka TEL/AMLI1 Peapatxuposka MLL
Hmmynodenornn B-npeamecrBeHHuKH T-kneTounsiii

* IJHC 1- orcyrcmﬁnﬁmn:crm w ”mmp{ﬁloc 2 — GNacTHBIE KIIETKH B
JHMKBOpPE TIPH OTCYTCTBHA 1mro3a (<5 wierok B Mior), LTH! 3 - GnacTHEe KIETXH B IMTO3 B
JHKBOpE (_5 KJICTOK B MKIT).
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Hei#iponeiixemus

Jlefikemuueckue ki1etkd MmoryT nomamate B8 IIHC u3 cucremnoro
KpPOBOTOKZ, MYTEM MHIpalMH Ye€pe3 BEHO3HbIA JHAOTENHH H M3
neTexvanbHBIX remopparuii (rmy6okas TpoM6ouMTONEHHWA B MOMEHT
nuarHoctku  3a607eBaHMA  aCCOLMHMPOBAHA C  BBICOKOW  4acTOTO
Hefiponeiikemun). CornacHo anbTePHATHBHONH runoTese, nefikeMUvecKUe
KNeTKM MOIYT pacipOCTPaHATECA HAMPAMYIO H3 KOCTHOro Mosra kocteii
yepena B cyOaypanbHoe npoctpaHcteo W ganee B LHHC no aasentvuuu
BeHyl ¥ o0oMOYKaM HepBOB. 3HAHHE KOHKPETHOrO  MEXaHH3Ma
MPOHUKHOBEHUA KJIETOK MOXET UMETh KIIHHHYECKOE NMPUIIOKECHHUE: B Cy4yanx
OPAMOro NMPOHHKHOBEHHMA KAETOK M3 KocTtHoro mosra B LIHC naubonee
3¢ dexTHBHO JOKANBHOE eYeHHe, MPUYEM He TOMbLKO KpaHHanbHoe 00myue-
HHUE, HO H HHTpaTeKanbHOEe BBEACHHE XHUMHomnpenaparos. B ciydae
pacnpoCcTpaHeHHs JEHKEeMUYECKHMX KIETOK H3 CHUCTEMHOH UMPKYMALMH
6onbiiee 3HAYCHHE MMEET CUCTEMHAs MNOMUXUMHOTEepanus. MexaHH3M
NpPOHUKHOBEHHs omyxoneBbix Iymetok B IHC 3aBucur ot Tuna
NieiKeMMYECKUX KJETOK, OT KOJH4eCTBa HX B CHCTEMHOM KpPOBOTOKE H
HaNUM4YUA reMoppara4yeckoro CHHApoma, OT BO3pacra nauMeHTta U 3penocTH
remarosHuedannueckoro 6appepa. Mmenno B LHC nopasnsiowee
HONbLIKMHCTBO ONYXOJICBBIX KJIETOK HAaXOAMTCA BHC MUTOTHUYECKOTrO LIMKIIA,
ITH KIETKM MOCYT MEpCUCTHPOBATh B IMKBOPE OYEHb NONTO — B TEYEHHE
necatkoe ner. Hanuuue Bcero oaHoif OnacTHoif knerku B 1 MKAa
CAVHHOMO3TMOBOM XHIKOCTH O3HAUYAET, YTO KONHUECTBO ITUX KIIETOK BO BCEM
JINKBOPHOM MPOCTPAHCTBE PABHO, N0 MeHbiEH Mepe, 10°,

Jleuenne

OcHoBHble npuKLHnb Neyenus OJUT y nerveit paspabotaust B CIIA
ewd B KoHUe 1960-x rogos. [To cyTH, OHH He MpeTepneny W3MeHeHHH RO
HacToswero BpemeHH. CospemenHoe nedenue OJUJI cocrout u3
HECKOJIbKMX OCHOBHBIX (ha3: MHAYKUMA PEMHCCHH C HCMONB3OBaHHEM TPEX
n Oonee areHTOB, BBOAMMBIX B Te4yeHHE 4-6 Hed., MyAbTHAareHTHas
KOHCONMUAALMs («3aKperieHHe») PEMHCCHM B TIOAAEpXHBAIOLLAs Teparnus,
KaK MpaBUO, C UCMONb30BaHWEM aHTHMETabONUTOB B TeueHue 2-3 Jer.
OO6s3arencHbi KOMMOHEHT - MpoduIakTUKa H nedeHne HelponelikeMuu.
YuyuthiBasd IUIOXO€ MNPOHUKHOBEHHE TPENapaToB 4Yepe3  remaro-
snuepanuyeckuii OGapbep, em& B 1965 romy O6buUl0 npennoxeHo
00s3aTeNbHOE MCIOJb30BaHHE CHelM(PHUYECKOH TepaliK, HanpaBeHHOH Ha
caHaumtio ITHC. [Hereit ¢ T-knerounsim BapuantoM OJUJ, BbICOKHM
NEAKOLUTO30M H JeTeli B BO3pacTe JO rofia OTHOCAT K I'PYNIE BBICOKOTO
pHCKa NO pa3sBUTHIO Hefiposeiikemun. OCHOBHBIE METOAB! NPOPHIAKTUKN H
JleyeHua HeMponelkoza — HHTpaTeKaIbHOE BBEACHHE XWMHONpENapaToB
(meroTpexcar, UMTapabHH, TIPEAHH30IOH) B BO3PaCTHBIX H03aX H
KpaHuanbHOE O6NyYeHHe B PAHHHE CPOKHM OT Havana JIeYeHH.

TeopeTHyeckH Tepanva AOIDKHA AAMTLECA A0 TEX MOp, Moka He Gyner
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paspymieHa BCA [IOMyalMs SieHiKkeMHYEeCKHX KITeToK, HO He aosbuie. K
COXaNEHHIO, I0 HACTOALHEr0 BpeMEHH HET HAAEKHOr0 METOAa onpeaeneHus
OCTATOYHOH OMYXOAH, OAHAKO B PaHIOMH3HPOBAHHBIX KJIHHHYECKHX
HCCNIeOBAHUAX NOKA32HO, 4TO ONTHMANLHAA AMHTENLHOCTL Tepanny — 2-3
roga. Kak mnpaBwmo, neueHue COCTOHT H3 €XKEAHEBHOro npuéma
MEpKAlITONYPHHA H EKCHENEeJNILHOro BBEICHMA METOTPEKCaTa, MAO3bi
MOAH(PHUMPYIOT B 3aBUCHMOCTH OT KOJIHYECTBA JICHKOLMTOB.

K koHuy 1970-x ropoB crano scHo, YTo noaobGHas Tepanus NO3BoOAAET
BBUICYUTE ML rionoBuHy aereit ¢ OJUIL. JaneHediluni nporpecc CBA3aH ¢
ornpeReneHMeM OHoNoru4ecKoil rereporeHHOCTH JinMpobnacTHoro neiikosa,
BBelCHHEM MEXAyHaponHOil uuToNoru4eckoit knaccibuxaumn (FAB) u
CHCTEMBI NPOrHOCTHYECKHX (aKTOpOB, pasaencHHeM OONBHLIX HAa TPYNIB!
pucka u pa3paborkodi aupepeHIMPOBAHHBIX MPOTPaMM  JiEYeHHA,
opraHu3aiiMeil MYJSTHUEHTPOBBIX HCCIEAOBaHHI M  KOONEPaTHBHBIX
KIMHMYECKMX  Tpymnm,  pa3sBUTHEM  MCClefoBaHMi B obnactu
(bapMaKOXHHETHKH PpazNMYHbIX LUTOCTATHYECKHX MpenapaTtoB (C wuenbio
co3nanHa Gonee 3peKTHBHBIX PeXHMOB XHMHOTEPANHH) M HHTCHCHBHBIM
PasBMTHEM CONPOBOAMTENBHOM TEpanuH.

BcE 3TO MpuUBENO K CO3ZAHHIO CAEAYIOHIEr0 NMOKOACHHA RpOrpaMm
xumurorepanud OJUL BonbuIMHCTBO COBPEMEHHBIX MPOTOKOJIOB MOCTPOCHO
Ha NPHHUMNAX MHTEHCHBHOH HHUUMANbHON NOAHXUMUOTEpPAIIUK IS
MaKCHMAaIBHOTO paspyuleHHs myna nefikemuueckux iierok. Mx ocHosa —
HCTIONB30BaHHE LIUTOCTATUHECKMX TPENnapatos B BHAE CMEHAIOWMX APYT
Apyra komMOuHauuit (poTauus), TpPHMEHEHHE BHICOKOHO3HLIX pPEXHMOB
XHMHOTEPAlMM, 8 TaKKe HHTEHCHBHAd npodmiakTuka HeHponeHKkeMHH ¢
NpUMeHeHHeM B OOMbLIMHCTBE CIIy4aeB KPaHWAIBHOTO O0AyveHMA. OTh
Joctrxenus noszponund B CLUA u crpanax 3anamHoid EBponbl k KOHUY
1980-x romoB nmpeomonete 70% Oappep S-nerHeidt Ge3peUUAHBHOI
BebkuBaeMocTd npu OJIJI. K smyuvmuMm npoToxkonam, npUMEHAEMbIM B
HacTosIlee BpeMs, OTHOCAT nporpammsl rpynn BEM u COALL (Iepmanus),
a TaKoKe LeNbIit pAJ MPOTOKOJNIOB aMEPUKAHCKUX HCCAENOBATENbCKHX IpyIn
- DFCI 81-01, POG, CCSG.

Ha ocHoBaHHM pe3ynbTaTOB JIEYSHHS MO HaHHBIM [IPOTOKOJaM, & TAKKEe
Ha omnbiTe, HaKOTUIeHHOM rpynnoit BFM B Poccuu 6sina paspaborada HoBas
nporpamma neverus OJUI y nereif, HasBanHan Mockea-bepand 91 (ALL-
MB-91). OcHoBHas HIes HaHHOW MporpaMMbl XMMHOTEPamHMH —
MpeICTaB/IeHHe O KIK4eBOH POy OKKYJIbTHOHR (CKpHITOH) HelipoleAKeMUH B
MPOMCXOXIEHUH PelHIMBOB H, CNEJOBATENbHO, HEYay B jle4HeHHH OCTPOro
auMdoneiiko3a y nerefi. B 1aHHOM NPOTOKOJE TNMPEAHH3ONOH 3aMEHEH Ha
JeKcaMeTa30H, BBEOEH DPEXMM JJMTENBHOro (B TeYeHHE HECKOJIBKHMX
MecsiieB) NpUMEHeHHA achapardHasel. JIOKabHYI0 XMMHONPOGUAAKTHKY
HeHponeHkeMHM TMpOBOAAT B TEYEHHWE NEPBOro roja JICYEHHSA Tpems
npenaparaMd. CnenuanbHele TpeOOBaHUS HOBOTO NpPOTOKONAa — OTKa3 OT
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NpHMEHEeHUs BHICOKOMO3HOH MHTEHCHBHOM XUMUOTepanuu U JieYeHHE
MAUMEHTOB B aMOYJAaTODHBIX YCJIOBHMSX, YMEHbIIEHHEe NOTPeOHOCTH B
COMpPOBOAUTENILHON TEPANMU ¥ TPaHC(HY3UAX KOMIIOHEHTOB KPOBH, @ TAKKe
0TKa3 OT KpaHHaIbHOro obmyyeHns y Sonbiliei YaCTH NauUNECHTOB.

Peunauesbl ocrpore 1umdpobaacTHoro seiikosa

Touky B newennn OJLJ1 y neteit MOXHO OYAET MOCTaBUTH TOJIBKO MOCHE
3HAYMTENBHOrO  YAYHIICHUA pe3yNbTaToB fiedeHus peumausoB. [lo
CPaBHEHMIO C Pe3YNbTaTaMH JIEUEHHS MEPBHYHBIX GONBHBIX, BHIXKHBAEMOCTh
zerell ¢ peunanHBamMH octporo auMdonefikoza ocTaérca HU3KOH. S5-JeTHA
BEDKMBAEMOCTb 3THX TMNAUMEHTOB He npesbiliaer 35-40%. Brigensor
H30JIMpOBaHHBIE W  KOMOWHUpOBAaHHBlE, KOCTHOMO3IOBbIE H 3KCTpa-
menymnspHeie (¢ nopaxeHuem ITHC, tectuxynsapHsele, ¢ uHGHIbTpauueit
JpYruX OpraHoB), OuYeHb paHHHe (B TedeHHe 6 Mec OT YCTaHOBIEHMA
IMarHosa), paHuve (a0 18 mec nmocne yCTaHOBNEHHS QMarHo3a) W NO3JHHE
(uepes 18 Mec nocne ycTaHOBJIEHWA AuarHosa) peumausbl. IIporpamma
XHMHOTEpAIHK I8 Ne4eHHs peuMAHBOB Obl1a OCHOBaHAa Ha IPHMEHEHHH
OBYX pa3fiWyHbIX BBICOKOJO3HBIX KOMOWHaUMH  LIMTOCTATHKOB —
TepaneBTHYECKUX 3neMeHTOB (ONOKOB), yepesyeMBIX ApPYr C APYroM C
HHTEpBAJIOM B 2-3 Hell OT Hayana OJHOro 4O Havasna apyroro. Kaxaeri 610k
XHMHOTEpauK BKNIOYaN BhICOKHE H03bi MeTotpexcata (HD MTX) B
coyeranun ¢ 4-5 gpyrumu xUM@onpenapataMd (Tak HasbiBaeMble
TepaneBTHYeCKHE 3eMeHTh R; 1 Ry). B uccnenosanus ALL-REZ-BFM-90
nobaBneH HOBBIA TepaneBTuudeckuii anemeHT R;, (BbICOKHE HO3bI
uuTapabuna).

» Baxneiimme ¢gakxTophl, Onpexensomue HPorHo3 NpH NEpBOM peLHaUBe
OJUJ1, - BpeMeHHas TO4YKa BOSHUKHOBEHHS PELMAMBA IO OTHOLIEHHIO K
HHHULMANTEHOMY AMAarHo3y W K MOMEHTY OKOHYaHHA MOAAEpKHUBAKOLIEH
Tepanuy (O4EeHb paHHM#, DAHHHI W MO3AHHI pEeLUIWB), JOKAIH3ALHA
(M30;MpOBaHHAas KOCTHOMO3TOBas, IKCTPaMenymaspHas ¥ KOMOHHH-
poBaHHaf) H MMMYHOGEHOTHI JIeHiKeMHYEeCKHUX KIIETOK.

* B 3aBHCUMOCTH OT MOMEHTA BO3HUKHOBEHUA 10-JIeTHAA BHIKMBAEMOCTD
cocTaBifeT NpH no3aHeM peunause — 38%, npu pansem — 17%, npu
o4eHb paHHeM — 10%.

* B 3aBHCHMOCTH OT Nokanu3auvu 10-meTHAS BEDKMBAEMOCTh COCTaBMAET
[pH 3KCTpaMenysISpHOM peunauBe — 44%, npy KOMOHHUPOBAHHOM -
34%, npu H30MMPOBAHHOM KOCTHOMO3roBoM —15%.

+ Ilpu peupmuse T-kneroyHoro ocrporo Jumgoeiiko3a KONroCpoqHasn
BHDKMBaEMOCTb COCTaBNAET 9%, NpH pelmauBe ocTporo juMmdoneiixosa
¢ JIFOOBIM APYrHM HMMYHO(PEHOTHIIOM — 26%.

* Paznuumit B pe3yneTaTax JiedeHMs IIPH HCNONG20BAHHH PasHBIX
PESKUMOB TIDHMEHEHHS BBICOKOKO3HOro MetoTpekcata (1 /M’ B
TedeHne 36 4 ¥ 5 r/M° B TeuenHe 24 1) He OGHAPYHKEHO.

+ Bpenenne TepaneBTHMHECKOro 3yeMeHTa Rj3, (BbICOKME  HO3BI
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uurapabuna) B uHccnemoBanuun ALL-REZ-BFM-90 He ynyummno

pe3yNbTATOB JEYEHHA.

» [IpodunakTHyeckoe KpanuanbHOe OONyHEHWE TIpH H3ONHPOBaHHBIX
MO3AHHX KOCTHOMO3rOBBIX pELMAMBAX MOCTOBEPHO YBEIHUHBAET
BBDKHBaeMOCTB Ha 20-25%.

B uccnenosanun ALL-REZ-BFM-90 BnepBbie NOCTOBEPHO MOKa3aHO
BNUAHWE MHTEHCHBHOCTH XHMHOTEpaNuM, a HMMEHHO [IHTENBHOCTH
nepepeiBoB  MeXAy O6aokamu (MeXHy HadanoM OJHOrO H  HavanoM
CEAYIOUIETO 33 HUM TepaneBTHUECKOro JIEMEHTa, COrNIaCHO NPOTOKOMY, He
JOMKHO npoxoauTk 6onee 21 aHx).

Paspenenune 6onbHbix ¢ peumauamu OJUJI Ha rpynnbl pucka B COOT-
BETCTBUH C nporokonoM ALL-REZ-BFM -95 npencranexo B tabnune 9.3.

Tabmuuma 9.3. Onpenenenve rpynm S-S B COOTBEICTBHM C
TepaneBTH4ecKHM fpotokonom ALL-REZ-BFM -95

Jloxammams Bpems
Ouetib paHHMe peuy- | ParHue penpmusel Tosanme perumsb
IVBbI
He T-knetounsiii mmmMyHodenotvn
3M Sz Sz SI
KM S4 S S
OM+KM S4 S5 S2
[Tpe T-xnerounsi o HOTHIT
oM S: S: S
KM Ss Sa Ss
OIM+IKM S4 84 Sl

KM - x0cTHOMO3roBbIE pELHAMBEL, DM - 3KCTpaMeAyanspHbiC PpeLHIUBH.

Pa3pabareiBatorcs HOBble MNOAXOABI k Tepanuu peunausos OJIJ1
(TpancniaHTauMs KOCTHOrO MO3ra, MMMyHoTepanus u ap.). MccnenoBanus
rpynnel BFM  nokazanu, 4To onTtHManbHeid MeTON JSiedeHHs JeTel ¢
NO3AHUM PEUNAMBOM — MOJMXMMHOTepanua. TpaHCIIaHTauMIoO KOCTHOrO
MO3ra Jydulie MpoBOAMTL ApPH paHHeM (OUYeHb paHHEM) WX IOBTOPHOM
peuMauBE, TIPH YCNOBMU YYBCTBUTENBHOCTH ONYXONH K TepaluM, TaK Kak
Xopollye pe3yabTaThl IeHeHUs NMO3JHUX PELUAMBOB C HCMOJbL30BAHHEM MO-
JIMXMMHOTEpANHH HUMEIOT [PEeHMYHIECTBO NEPENl TOKCHYHOCTBIO PEeXKHMOB
KOHAMLHOHHPOBAHUA MPH TPAHCIUIARTALIMM KOCTHOrO MO3ra.

Ocrpuiii Muenobaacrusiii jeiicos (kox MKB: G92.0)
OcTtpblit MHenoONacTHBIA JIEHKO3 cOCTaBiAeT MATYIO 4YacTh BCeX
OCTpBIX JieHKo30B y aereii. PacnpocTpaH&HHocTh ocTporo Mueno6aact- Horo

neliko3a B MHpe MpPUOIH3NTENBHO OJIMHAKOBA U COCTaBJAET 5,6 ciydaesB Ha
1 000 000 nereit.

96




Kaunuueckan xapTuHa

Heb6roT octporo MuenobnacTHOro neikoza noyutH NMUMIUEH creuudu-
yeckux 4ept. Haubonee wuacTeie mnposBneHHs —— IHXOpagKa, reMop-
parueckufi CHMHApPOM, aHeMus, BTopuuHble uHeximu. HecMorps Ha
MHGUNBTPaUMIO KOCTHOTO MO3ra, 60N B KOCTAX MOABNAETCA HE BCera.
HnduneTpauuio nedeHu, cene3éHKn 1 MUMQaTHYECKHX Y30B PEFHCTPHPYIOT
y 30-50% naumentos. [Topaxenne IIHC ormeueno B 5—10% cnyuaes, npu
3TOM y GOMBIMMHCTBA ATl HEBPOJIOTHYECKHE CUMIITOMBI OTCYTCTBYIOT.

TMopaxeHue KOXH HanOoJlee XapakTepHO ANA MOHOLMTAPHOTO BapH-
aHTta octporo MmuenobractHoro neiikosa. KpaifHe peaxo H30MHpOBaHHAA
KOXHas WHQUIBTpaLMs BO3HMKAeT NpH MaHHecTauun 3aboneBaHus, vaiue
Ha0MOAAIOT 3KCTPaMELySUIApHbIE XJOPDOMBI B COYETaHMH C THNWMHOM
nudunbTpaumeil KoctHoro Mosra. B pmebiotre octporo muenofnactHoro
Neiikoza y 3-5% pmereli  BBIBAAKT runepneiikoumtos, HaubGonee
XapaKkTepHbI AN MHETOMOHOLMTAPHOrO M MOHOLUMTApHOTO BapHAHTOB.
TIpoABNEHHAMM THIEPNEHKOLMTO3a MOTYT GbITh pecnupaTopHbId AHCTpecc-
CHMHAPOM BCIEACTBME HAapyLUeHHs mepdy3uH JIEro4YHBIX KanHINApoB H
NPOrpeccHpyiollias HeBpoJIOryyeckas cumnrTomatuka (ronosHas Goss,
COHJIMBOCTH, koma) BchenctBue runokcud LIHC. IlpomuenouuTapHblit
BapHaHT neiikoza Moxker MaHudectHpoBats B (popme JBC-cuHapoma ¢
pa3BUTHEM MaCCHBHBIX KPOBOTeYEeHHI U TPOMGO30B.

Knaccndukauus

Heropuyeckn LHarHoctuka ocTporo MuesnobaacTHoro meiiko3a OCHoO-
BaHa Ha uuTOMOpdonoruu. 3abosnesarive npeacraBnser coboii Mmopdo-
JIO'HYECKH eTepOreHHYIO rpyniny.

B Hacrosuiee BpeMs oOuiernpuiHaHa KracCHPHKaMA MO KPHTEPUAM
FAB (French-American-British Cooperative Croup). OcHoBa 370il Knac-
cudukauum — COOTBETCTBME Mopdosoruyeckoro cybcrpara neiikosa
onpenendHHOMY paly H ypoBHIO AU(pGEpEHUMPOBKH HOpMalbHbLIX FEMO-
JIOSTHYECKHUX KNeToK (Tabnuua 9.4).

Mopdonoruueckas Haxoaka, BbicokocneuuduuHas [AS OCTPOro
MUEIO0NacTHOro Jefiko3a, — TaK HasbiBaeMble manouku Ayspa. Ecnu
peakL{s Ha MUENONepOKCHAAaly OTpHUATENbHa, YIO XapakTepHO MIA
BapuaHTa Mo, ¥ 00HAapyXHBAIOT NaNOYKH Ay3pa, HEOOXOAMMO BLICTABUTb
JUarHo3 ocTporo jekko3a Bapuanta M, Ilpu Bapuantax M; u M, ct(8:21)
4acTo HabMIoJaoT JIMHHBIE HeXKHble HUTeNoAo6Hble nano4uxku Ayspa; npH
BapHaHTe M;, B IUTONNa3Me MOXXHO YBUAETh MyUKH 3THX Naliouek.

HWMMyHonOrdyeckue npH3HakKM MuenougHoll  muddepeHUMpOBKH
BKJIIOYAIOT HENHHEHHbIE MapKEpbl T'€MOMO3THYECKHX MpeNlieCTBEHHUKOB
CD34 u HLA-DR. nanmuenouanbie Mmapképer CD13, CD33 u  CD65;
MapKéphbl, acCOLMHpOBaHHblE C MOHOLMTaMu M rpasynountamu CD14 u
CD15; nuHeliHble MerakapuouuTapHsie Mapképer CD41 u CD61;
BHYTPHKJIETOYHYIO MUEJIONIEPOKCUAA3Y.
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Tabnuua 9.4. FAB-knaccudukalys octporo MuenobiaactHoro nefixosa

O6oaHaseHme Hassarie I XapakrepucTuKa
AML-M;, OMJl ¢ MuHUMATBHO HE CO3PEBAHUA, aKTUBHOCTh MHEJIONEPOKCHIAbA
i deperimpopkoit exee 3%, ecrs UMMYHOJNOTMMECKHE MapKéphl MHETOMAS
0if M depeHLIIPOBKH

AML-M; IMUI Ge3 cospesanys  [KOMMYECTBO 61aCTOB NMPEBLULALT WM pasHO 90% HeapHT-
MITHBIX KJIETOK, aKTHBHOCTb MMENOTIEPOKCUIA3H! MeHed)

%

IAMI-M,  OMJI ¢ cospeBarmeM ee 10% MueNOMIHBIX KNETOK HMEIOT NPIBHAKH CO3pe-

0 IPOMUENOLIMTOB, KOIHYECTBO MOHOLMTOB MEHES

0%
IAML-M,  [Octpbii  npomuenoLu-JOoMMHUDYIOLIE KNETKH — MPOMHENOLMTHI C BbIPKEH-
[TApHBIA O ITHITMEH
IneiKo3
AML-M;  Octpbiii  npoMuenots-JoOMEHUPYIOHHE KIETKH ~ NPOMHENOLITH ¢ MMKPOTPa-
TapHbIA HY/IALMEH H pe3KO TIONOKHTENMBHOM peakimeil Ha MHeENo-
eiKo3 KIEpOKCHAA3Y
AML-M, bIi  MHMENOMOHOKOMMYECTBO MHENOMOHOLMTAPHBIX GNACTHBLIX KNETOK
HBIH JIeHKa3 OHO HbIM KOMNOHEHTOM Govtee 20% 1 menee 80%
AML-ME, [Octpelii  MMeIOMOH aHT M4 € aTMITMHBIMM 303HHODIMMM (>5%)
[UMTapHBIA
Fleﬁxoe :
IAML-Msq b0t MOHOGNACTLIHKOIMECTBO MOHOOAACTOB B KOCTHOM Mosre >80%
eiiko3
AML-Msq bt  MOHOOAACT{KONMHHECTBO MOHOGACTOB H MOHOLIMTOB B KOCTHOM MO3Ie
i nefiko3 80% ’
IAML-M, b SPHTPOHAHBIALIONA IPHTPOONACTOB CPEAM HYIUIEAPOB B KOCTHOM MO3re
efiko3 50%, mo/s GIacTOB CPEIH HEOPHTPOMAHDIX KAETOK - Go-
30%
IAML-M; bl MErakapHo Mop(b_onormeume ueprsl Merakapnobnactos, CD41
TapHEI neiikos 1

3HayeHHe NPOTOYHOH UMTO(MIOOPOMETPHH B NMATHOCTHKE OCTPOrO
MyenobnacTHoro Jieiiko3a CYUIECTBEHHO B CHydYadX, KOraa HeoOxoauma
BepudHKaliMs BapHaHTOB My, u M;, a Takke B OHarHOCTHKE
6udeHoTHMHYECKOrO JekHKo3a. KpoMe Toro, MeToA Mo3BoJIieT pa3srpaHHIHTE
papuanTsi Mo, uW M,, a Taloke BapuHaHTBl C rpaHyAOUHTapHOH
muddepenunposkoil — M, 1 M;.

Jins onpepeneHHs CTIPATErHM JE4eHHs BaKHO BbIAENEHHE TaK
Ha3BIBaEMOro ocTporo GudeHoTHNUYeckoro seiikoza. Kpurepuu anarHocri-
xH OudeHoTHNHUECKOro JIeHKO3a OCHOBAHBI Ha OLEHKe COOTHOINEHHA
cnenpgruecknx MUMQPOHIHBIX H MUEIONIHBIX MAapKEPOB, IKCTIPECCHPYEMBIX
OnacTHHIMH KJIETKaMH.
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IuToreHeTHYecKH XapaKTePHCTHKA

3HaueHHe CoBpeMeHHBIX J1aGOPaTOPHBIX MCCICIOBAHUI B AUArHOCTHKE
OCTPOro MHeNO6AacTHOrO Jteiiko3a MHOTOKPAaTHO BO3pOCIO B TeYEHHE ABYX
MOCIACAHHX  JECATHIIETHIA. HauGonpuyro  BaxHOCTh  NpHOOpeNH
LUHMTOrEHETHYECKHE XapDaKTEPUCTHKH, HMEHHO OHH TPH3HAHBI PeIlAlOLHMH
NPOrHOCTHYECKUMH  (axTopamu. LlUTOreHerHdeckue HM3MEHEHUS B
NieHKeMHUYECKHX KieTkax o6HapyxuBaloT y 55-78% B3poC/bIX NALUEHTOB H
y 77-85% nereii.

Camas w4actan xpoMocomHas abeppauma —  1(8;21)(q22;922),
HaenTUuuMpoBaHHas B 1973 roay. B 90% cayuaep 1(8:21) accounnposana
¢ sapuanToM M; B 10% — ¢ M,; Tpaxcnokaumio t(8:21) OTHOCAT K YHCAY
abGeppanuuii «Gnaronpuataoro nporuosa». Ee ofuapyxusaior y 10-15%
Jetei C OCTPBIM MHENOONACTHBIM J1eiiK030M.

TpancioKauus, acCCOUHHPOBAHHAN C OCTPHIM POMHEIOUHTAPHLIM
aeiixkosom, - t(15;17)(q22q12) ¢ ob6pasosanuem xumepHoro resHa PML-
RARa. Yactora o6HapyxeHHA 3TOH aHOMANHHM cocTaBaser 6-12% scex
CyyaeB OCTpOro muenobnactHoro jiefikosza y aereil, npu sapHante M; ona
pasHa 100%. Tpanckpunt PML-RARa — mapkép neiikemMun, 10 €CTb Y
MaLMEeHTOB, JOCTHIUHX PEMHCCHH, €r0 He OOHAPYKHBAIOT, a MOBTOPHOE €ro

BLISIBIEHHE BO BpeMs MOpPGOJIOTHYECKOH PEMHCCHH — MPEABECTHHK
KIMHHUYECKOTO PELMAKNBA OCTPOrO MPOMHENOLIHTAPHOrO fiefiko3a.
HuBepcua xpomocombl 16 - inv(16)(p13;q22) — u €€ BapHaHT

t(16:16) xapakTepHbl AR MHEJOMOHOLMTAPHOTO JeiiKo3a C 03uHO(HAHelH
M.E;, xoTs HabmopaloTcfs W MNpu  JOPYrHX  BapHaHTax OCTpOro
MHeNobaacTHOro jieiiko3a.

Peapamxupopka 11q23/MLL. Perwon 23 mwmHHOrO mnieya
OAMHHAAUATOH XPOMOCOMBI [JOCTATOYHO 4YacTO CTAHOBHUTCA YYaCTKOM
CTPYKTYPHBIX PEapaHKHPOBOK y JieTeii C OCTpbIM JEHKO30M — Kak
auMpobaacTHeIM, Tak M MHenobnacTHbIM. IIpH mNepBHYHOM OCTPOM
MuenobractHoM Jefiko3e aHomanuio 11923 obHapyxuBaloT y 6-8%
GONBHBIX, MPH BTOPUYHOM — Yy 85%, 4YTO CBA3aHO C BO3ACHCTBHEM
ANKUNOAOPHIIOTOKCUHOB — UHIHOWTOPOB TONOU30MEpPa3bi.

HuBepcus inv(3)(q21926)/t(3;3)(q21;q26) onucana npud Bcex
BapMHaHTax OCTPOro muenobaacTHoro jeiikosa, 3a uckmodeHHem Mz /Msq H
ME,. HecmoTps Ha OTCYTCTBHE CBA3M Mexay onpenenéHHeiMm FAB-
BapHaHTOM K HHBepcUel XpOMOCOMEI 3, y 6onbiIMHCTBA GONBEHBIX B KOCTHOM
mo3re obHapyxusaroT o0mHe Mopdonoruueckue fIpU3HaKu: YBETHYEHHE
YUCJia METaKapHOLMTOB i MHOTOYMCIEHHBIE MUKPOMEraKapHOLIMTHI.

Tpancaoxauus t(6:9) (p23q34) onucana Gonee yem y 50 mauueHToB ¢
octpeiM  MuenobnactHeIM - neHko3zoM. B GonblHMHCTBE CiTy4aeB  3TO
eIMHCTBEHHAs XpoMocoMHas aHoManusi. Heckonbko uaine t(6:9) BoIABISIOT Y
nauueHToBs My, H M, BapHaHTaMH, XOTA BCTpeYaeTcs OHa MpH BceX popMax
ocTporo muenobiacTHoro feiiko3a.
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Tpancnokaunst 1(8:16) (pl1;pl3) onucana y 30 GoABHBIX OCTPHIM
MHENONEHKO30M, NpPEeUMYLIECTBEHHO MpH BapHawtax M, u M; Yame
aHOMaNTMIO OOHapYXMBAIOT Y IOHBIX MAaUMEHTOB, B TOM uYHCAe Y Zereli Ao
rona.

Momnocovus (-5) u aenseuns del(S)(q-). IloTtepa yvacTka MIMHHOTO
TJieya MWIM  Bcell MATOH XpPOMOCOMbI HE CBA3aHa C KakuM-nH60
ONpeneNéHHBIM BapHaHTOM ocTporo muenobaacTHoro neiikosa. Yacro aro
IONOHUTEbHAA AaHOMA/MA NIPH CIOKHBIX abeppauuax.

Monocomus (-7) u aeneuns del(7Xq-). MoHocomMus B cenbMoit Mape
XpOMOCOM — BTOpas 10 4acToTe, noche Tpucomun (+8), abeppauma cpeau
KONMYECTBEHHBIX TPaHCNOKaLMH (TO ecTb TpaHCHOKalMi, H3MEHAIOWMX YHCIO
XPOMOCOM).

Tpucomus (+8) - Haubonee yacras KoJHYECTBEHHAn abeppaumsa, CO-
cTaBnsowWan 5% Bcex UMTOTEHETHYECKHX M3MEHEHHIl Mpy ocTpoM Muenob-
JIAETHOM JIeHiKo3e.

Jeneuns del(9)(q-). Iloreps anvHHOro mijevya AEBATOH XPOMOCOMbI
4acTo COMpoBOXAaeT GnaronpusTHbie aGeppauun t(8;21), pexe inv(16) u
t(15;17), He oka3bIBAA BIMAHHA Ha NMPOTHO3.

Tpucomusa (+11), noaobHO npyrdiM TPHCOMHSM, MoXeT ObITb
CONUTApHON aHoManuel, HO 4aille BCTPEYaeTCs COBMECTHO C APYTHMH
YUCEHHBIMHU U CTPYKTYPHBIMY XPOMOCOMHEIMH abeppauusmu.

Tpucomus (+13) B 25% ObiBaer conutTapHOi abeppauwedi, uaie
Habmopnaemoil y nauvenToB B Bo3pacte 60 ner. OHa accouMHpoBaHa C
XOpOIUMM OTBETOM Ha TEPANHIO, ONHAKO PELMAHBBLI OTMEHAIOTCA 4acTo H
o61ias BBUKHBaCMOCTE HEBBICOKA.

Tpucomus (+21). JauHyio aHoManuio 06HapyXuBalOT y 5% GonsHbix
OCTpLIM MHeNo6aacTHEIM Nieliko3oM, MeHee yeM B 1% ciyyaes OHa ABAAETCA
conutapro#. Cea3u ¢ kakHM-1bo BapuaHtoM FAB He oGHapyxeno.

TToMHMO mNepeyYMCNEHHBIX Bblllle, CYLUECTBYIOT ONUCAHHLIE Yy OMEHb
HeOOMBIIOro YHCNA MALMEHTOB TPAHCHOKALHH, POJIb KOTOPHLIX B Pa3BHTHU
3a6oneBaHusA U MPOTHOCTHYECKOE 3HAYCHHE HE ACHBL. JTO KOMMYECTBEHHBIS
afeppauuy 4eTBEPTOM, AEBATOH W NBAAUATL BTOPOH Map XpOMOCOM, a Taloke
CTPYKTYPHBIE TpaHCIOKALIUH t(1:3)(p36;q21), t(1,22)(p13;q13),
t(3;21X(q26;922), t(7;11)(p15;p15), t(11;17X(q23;q25) u t(16;21)(p11;q22).

Jleuenue '

O61man cTpaTerns NedeHus

IMporpamMma (MPOTOKOJ) BKJIHOYAET MepeYeHbs HEOOXOAUMBIX A
DUarHOCTHKH MCCIIeNIoBaHMii 1 skecTkuii rpadmx mnx nposeaeHna. IMocne
3aBEpPIUEHHA AWArHOCTMYECKOro J3Tana MalMeHT [oAy4YaeT JieYeHHe,
TPEAyCMOTPEHHOE 3THM TIPOTOKONOM, C XKECTKHM COOMIONEHHEM CPOKOB M
TIOpAJKA JJIEMEHTOB Tepanuu. B Hacrosluee Bpems B MHpe CYLIECTBYIOT
HECKOJBKO  BEAYHIUX  HCCAEHOBATENbCKMX Ipynn, aHANU3HPYIOmMX
OMardHoCTHKY W JjeyeHHWe ocTporo MuenobnacrHoro neliko3a y nereit B
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MY/IbTHLIEHTPOBBIX HCCNENOBAHMWAX. ITO aMEPHKAHCKHE HCCIIENOBATENBCKUE
rpynnst CCG (Children's Cancer Gzoup) w POG (Pediatric Oncology
Czoup), anrauiickas rpynna MRC (Medical Research Council), nemeuxas
rpynna BFM (Berlin Frankfurt-Munster) ©u pgp. Pesynsratsl HX
MCCIeNOBAHMI - OCHOBHBIE HCTOYHHKHM COBPEMEHHBIX 3HaHMA O
JMarHocTHKe, MPOTHO3e W JEUeHHH OCTpPoro MuemobnacrHoro neitkosa y
aereft.

OCHOBHas UeNb Sie4eHHs — 3paiuKalmMs NefikeMuyeckoro KioHa ¢
NOC/EAYIOIUHM BOCCTAHOBICHUEM HOPMANTLHOIO FeMOMNo33a.

TMepsblit 3Tan — MHAYKUMA peMHccuH. s mporHosa BakHa oueHKa
YyBCTBUTE/IBHOCTH K TEpalMM MOCH€ RAPOBEACHUA MHOYKLUMOHHOIO Kypca.
OkoHuarenpHyto OLIEHKY, COrIacHO GOMBUIMHCTBY NPOTOKONOB, MPOBOIAT HOCNE
ABYX KYPCOB JleueHHs.

ITocTpeMUCCHOHHAs Teparys AOMMKHA COCTOSTh HE MEHee YeM M3 TPEX
6510K0B. ITO MOXKeET OBITH TOJIHKO XUMHOTEPANTHA HAH XHMHOTEpaNuUA ¢ No-
cnenyowedl ayTonoruyHoi MM annoreHHo# TpaHcnuaHtauueii reMonosTu-
4eCKHX CTBOJIOBBIX KJeToK. Hekoropeie TeparneBTHYeckHE peKHMb! BKJIIO-
4aloT MOAAEPKHBAIOWLYIO Tepanuio. Baxublii 3neMeHT — npodMnakTHKa H
neuense nopaxeHnit [THC nyTém uHTpaTeKanbHOTO BBEACHHUS UMTOCTATHYE-
CKHUX NpEenapaToB, CUCTEMHOHN BBICOKOO3HOW TepanHM, a HHOTAA U KpaHH-
aneHoro o6nyyeHus. OCHOBHO#M Mpenapar AN HHTPATEKANLHONR TEpaNuH MpH
OCTPOM MHENOONACTHOM JIeHKO3€e - UHTO3HH-apabUHO3UA, B HEKOTOPLIX TPO-
TOKOJ1aX JAOTIONHUTENLHO UCITONB3YIOT MPEAHH30N0H H METOTpeKCaT.

CoBpeMeHHas Tepanus OCTPOrO MHeROONACTHOro neikosa AOKHA
6bITh KU PepeHLPOBAHHOM, T.€. Pa3iMIHOI 0 HHTEHCHBHOCTH (a 3HAYMT,
M M0 TOKCHYHOCTH) B 3aBUCMMOCTH OT rpynibl pucka. KpoMe Toro, neyeHue
JO/KHO GBITH HACTONBKO CHEM(HIHBIM, HACKOIBKO 3TO BO3MOXHO,

Tepanus HHAYKIRAH

IuroTokcudeckas Tepanus octporo MmuenobnacTHOro jeifkosa
BbI3BIBACT TPAH3UTOPHYIO, HO TAXKENYI0 MHENOCYNPECCHIO € BBICOKHM
puckom  uHbexkuMii M remopparwdeckux  ocnoxHeHMH.  Cnextp
{HTOCTATHYECKUX TIpenapatoB 3PdexTUBHLIX B OTHOLIEHHH OCTPOro
muenobnactHoro Jneikosa, JOCTaTouHO HeBenuk. bazomble mpenaparbi -
LUMTO3WH-apabHHO3KA, AHTPAUMKIHHBI (JayHOPYOMIMH, MMWTOKCAHTpPOH,
HAapyOHMLMH), 3TOMO3HA, THOTYaHHH.

Knaccuueckd MHAYKLMIO PEMHCCHH OCTPOTO MUENOONACTHOrO Jekiko3a
MPOBOAAT CEMUAHEBHBIM KYpcoM. B TeyeHue Bcex 7 AHEH naUMEHT noyyaer
LUMTO3MH-apabuHO3MA B Ko3e 100-200 Mr/(M>xcyT), KOTOpBIi B TeueHHe TPEX
OHe#t KOMGHHMpPYIOT C paayHopyOGumuHoM B no3e 45-60 Mr/(M*xcyt).
BOoJbUIMHCTBO NPOTOKONOB OCHOBAHO Ha 3TOM KnaccHuecko cxeme «7+3» k
KOTOpoit MoryT ObiTh n06aBNEHBI THOTYaHMH, 3TONO3HI WIH ApYrde
tupenapatel. IIpy NPUMMEHEHHM TaKUX TEPaNeBTHUECKUX CX€M DPEeMHCCHH
aocturatot y 90% 60NLHBIX.
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I'pynma CCG npoeema  dcciieloBaHHe, KOTOpPOE  IIOKas3alo
IPEHMYILECTBO UHAYKLHH B peXMMe MHTEHCHMBHOrO TaliMunra. CyTh 3TOrO
pexuMa B TOM, YTO OOJibHble TMONYYalOT MHAYKUHOHHYIO TeparHio,
COCTOALLYIO U3 IBYX OOWHAKOBBIX 4-THEBHBIX KyPCOB C MHTepBanoM 6 aHeEH,
Kaxnpili Kypc nedenus BKJIIOYaeT UWTO3MH-apaOHWHO3UA, NayHOpPYOHMLMH,
3TONMO3UA K THOryaHHH. HeoGxoMMOCTh NOBTOPEHHS Kypca JIeUeHHs CTPOoro
4epe3 QHMKCHPOBAHHELIH HHTEPBAN, HE3ABUCHMO OT ToKazaTeNel remMornossa,
ofycloB/ieHa TeM, YTO NelKeMHUYeCKHe KIETKH, KOTOPblE HAXONMIHCH BO
BpeMs TIEPBOro Kypca BHE MHUTOTH4YeCKOH (hasbl, BOHIYT B Heé kO BpeMeHM
Hayana BTOPOr0 Kypca U MOABEPrHYTCH LUMTOTOKCHYECKOMY BO3JACHCTBHMIO
XuUMHonpenaparoe.  [lpeuMyliecrs0O  MHTEHCHBHOro  TaffMuHra B
aocroBepHoM ysennueHuH EFSc 27% y 60nbHEIX, MONTy4aBUIMX Ty XKe Tepa-
MHIO B CTAHJAPTHOM pexxuMe, 10 42%.

I'pynna MRC B wuccnenosanuu AML-9 nokazana npenMmyiuectsa
npoanésHoON Tepanu¥ MHAYKUMM (S-AHEBHYIO HHAYKLUHMIO C MPHMEHEHHUEM
JayHopyOuuMHa, UUTO3MH-apabHHO3KWAA W THOryaHMHa cpaBHuBaiyM ¢ 10-
aneBHo#). HecmoTpa Ha Gosee BHICOKHIT YPOBEHB CMEPTHOCTH OT
TokcuyHocTH (21 npotus 16%), ypoBeHb AOCTIKEHHS peMucchu Obin Bbiie
B rpyrne npoinéuHofi Tepammu. Wccnenopanue rpynnni - AML-10 -
HHAYKLHOHHAA Tepanus B AML-10 6buia ocHoBaHa Ha CTAHAAPTHBIX 03aX
UMTO3MH-apabHMHO3WAa HW JayHopyOuumna c fobaBleHHEM TpeTBero
npenapara — 3TONO3HAA WAW THOTYaHWHA, B 3aBHCHMOCTH OT rpPYMIIEI
panaomusaumu. Muaykuus B AML -12 coctoana u3 cxemot ADE (umTo3nH-
apabuHO3MA + KayHOPYOHLMH + 3TONO3NA), B APYro#i rpynmne paHIOMH3ALNH
— u3 cxeMbl AME (HMTO3HH-apabHHO3UA + MHTOKCZHTPOH + 3TOMO3HA).
Pemuccus B 000oux uccrenoBaHuAX coctaBuna 92%, cMepTk B HHAYKLHH H
PE3UCTEHTHBIE OCTpHie MHenoOnactTHeie neikosst — no 4%. YposeHb
pemuccHn B ofeux BerBAx mporokona AML-12 (ADE u AME) 6bin
npaxTHYeckd omvHakoebiM 90 ¥ 92%. B Hawane 1990-x romos DFS npu
ocTpom MHesobnaeTHoM Jneiikose ysenmuunach ¢ 30 no 50%; ¢ 1995 rosa
(nporoxon AML-12) 3Hauenne JaHHOrO NOKA3aTeNs cocTaBiseT 66%.

WHaykuns no mpoToOKOMy HCCaeoBarenbckoit rpymmbel  LAME
COCTOMT M3 CTaHAApTHHIX M03 LMTO3MH-apabuHO3MZa M MUTOKCAHTPOHA
(cymmapHad no3a 60 Mr/m>), pEeMUCCHs JOCTHIHYyTa Yy 90% GOnbHBIX.

B Poccuu u PB nHauGonee XOpomIO WM3BECTHBI MPOTOKOJIBI TPYINEI
BFM. o 1993 roza WHAYKUMOHHas Tepamws cocrosana U3 kypca ADE
(unTo3nH-apabUHO3MA + aayHOPYOHUHH + 3Tomo3um). CorflacHo MPOTOKOMY
AML-BFM-93 HHAyKUMOHHaA Tepamus B OJHOH rpymnne paHIOMH3alMH
6sina mpexchefi — ADE, B Apyroii rpynne — coOCTOsNa M3 UMTO3MH-
apabuHO3MAa, 3TONO3KUAA M MAApyOHLMHA. YpOoBeHb JOCTHKEHHA PEMHCCUH
cpeay Bcex nauueHToB coctaBun 82.2%. [IloxasaHo, 4YTO BBEICHHE
HIapyOHUMHA HOCTOBEPHO YBENHYMIO PEOyKiMi0 GNacToB y MalMEHTOB K
15-My RHIO OT Hauana HHAYKUMOHHOMN Tepanuy, 0JHAKO 3TO HE TOBIUSIIO Ha
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4acTOTY AOCTIDKeHMs peMuccuuH M DFS, koropas B 3TMX rpynnax Obiia
CXOJIHOH.

IMocTHHAYKUHORKAA TepanHs

BojbIIMHCTBO MPOTOKONIOB B Ka4uecTBe MOCTPEMUCCHOHHOM Tepamuu
npeanonaraet gsa WK Sonee Kypca uMTocTaTukoB. Kax nmpaBuno, He MeHee
OJHOrO Kypca MOJIMXUMMOTEpANMH OCHOBAHO Ha BBICOKHX A03aX LIHTO3UH-
apabunosuma (1-3 r/M? B 0fHO BBeneHHE). JIOMONHUTENBHBIE MpEnapaThl -
3TOMO3KA W/HIIH aHTPAUHKNIHHBL (MAApYOHUMH HIIM MUTOKCAHTPOH).

HauGonee  ycnewiHe! TNPOTOKOMBI, MPEeAYCMaTPUBAOIIME  TPH
NIOCTPEMHCCHOHHBIX 6JJ0Ka XMMHOTEpanuy, 4YacTe KOTOPBIX MPOBONAT B
peXrMe HHTEHCHBHOIO TaWMHMHIa W/MIH C MCTOJB30BAHHEM BBICOKUX HO3
LUUTO3HH-apabuHO3MUAA.

TpaHcnIaHTaUHA reMONO3THYECKHX CTBOJIOBbIX KNETOK

CoBpeMeHHas  Tepanus  OCTporo  muenobmactHoro  Jneiiko3a
npeaycMmaTpuBaeT ons onpenenEHHbIX KaTeropum NAaUMUEHTOB
TPAHCMIAHTALMIO  TFeMOMO3ITHYECKMX  crBosioBelX  knerok  (TTCK).
CyillecTBYIOT ABa MPHHUMIHAIBHO Pa3NMYHLIX BUAA TPAHCINAHTAUHH —
aJlTOreHHas U ayToJIoruyHas.

AJnoreHHas TPaHCMJIAHTAUMA TEMOMOITHYECKHUX CTBOJNIOBLIX KNETOK -
3¢ ¢eKTHBHBIN, HO BHICOKOTOKCHYHEIN METOH aHTHJIEHKEMHYECKOH Tepanuu.
AHTUNEHKEMHYECKH T adpexr anno-TI'CK obecnevnBaercs
KOHIHIMOHUPOBAHHUEM c abnaTtnBHO# XHMHOTepanuei H
UMMyHoOrH4YeckuM 3QPeKTOM «TPaHCNNAHTAT NPOTHB NeiikeMUn» — 060-
POTHO#H CTOPOHOK CHHAPOMA «TPaHCMAAHTAT NPOTHB X03aHHa. C 1990 rona
OTMEYEHO YJyuLIeHWE Ppe3ynbTaTOB Tepanuu Y AeTed, NOMy4HBLUHX
CTAHJAPTHYIO MHAYKLUHUIO PEMHUCCHH, OCHOBaHHYIO HA MIPUMEHEHHH LIMTO3HH-
apabWHO3MOa M aHTPaUMKIMHOB, KOHCOAMAMPYIOWYIO Tepanuio M, NpH
HajMuuK poacteeHHoro HLA-upeHTausoro Aoxopa, amnorenHyio TICK.
AnnoreHHas TpPaHCMJIAHTAUMA TEeMONO3ITHYECKHX CTBOAOBBIX IJICTOK —
HauGonee 3 PeKTHBHBIA METON NPOPHIAKTUKH PELUAMBA, OHAKO B MEPBYIO
PEMHCCHIO OCTPOro MHeno6MacTHOro Jjielko3a OH [OKa3aH TOJBKO
MALMEHTaM H3 rPYNbl BBICOKOrO PHCKa.

Ilo cpaBHEHHIO € ANNOr€HHOM, PONE AYTOJIOTMYHOI TPAHCIUTAHTALUK B
npodunakTrke peLMANBA HEe CTOJb OUEBUIHA.

Tepanus 0cTPOro NPOMHEIOUHTAPAOrO JeHKo3a

Bapuant M3 no FAB - ocobblii B octporo muenoneiikosa. Ero
PErucTpUpyloT BO BCEX PETMOHAX MMpa, HO B HEKOTOPHIX OH CYUIECTBEHHO
npeobnagaer. CpeAH BCex CNy4aeB OCTPOro MuenobiAacTHOrO Jieidko3a B
CIIA u Espomne Ha OCTpbIH MpPOMHENIOLMTAPHBIN Jieiiko3 npuxoamtes 10-
15%, B 10 Bpems kak B Kurae — okono Tpet, a cpemu JNarHHO-
aMepHMKaHCKOR mnomnyasund — 1o 46%. OcHOBHOe 3BeHO NaroreHesa W
OUArHOCTHYECKHH DNPH3HAK OCTPOro MPOMHUENIOUMTAPHOTO Jiefikoza —
Tpancnokauda t(15:17) (q22ql2) ¢ o6pasoBannem xuMmepHOro resa PML-
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RARa. B rximMHMyeckoM KapTMHe NMAMpPYeT Koaryiaonatus (B paBHOM
crenedn BeposatHel JBC M runepduOpHHONM3), KOTOpas MOXKeT
ycyry6naTecs Ha (QoHe XHMHOTepanuH, (OPMHpYA BBICOKMH YpOBEHb
CMEPTHOCTH OT reMOppari4eckoro CuHipomMa B Hadane jedeHua (20%).
HeGnaronpusaTHble B OTHOLWEHHH MPOrHO3a ¢axkTopsl — WHHULMKANBHEBIA
NEAKOLUTO3 (KOTMYECTBO eHKOLMTOB npessimaer 10x10%/n) u IKCMpeccHs
CD56 na nefikeMHUeCKUX TPOMHEIOLUTAX.

B TeueHue nocnenHux 20 nmer nPOrHO3 AN MALIMEHTOB C OCTPLIM
NPOMHENOUMTAPHBIM JISHKO30M HM3MEHMIICA € «(aTajbHOro B BBICOKO#
BEPOSTHOCTH) Ha «BBI3NOPOBAEHHE B BbICOKO#H BeposTHocTH). HauGonbiuuii
BKJ1aJ B 3TH IIepEMeHb! BHECNO BBeAEHHE B Tepanuio all-tpaHc-perHHoeBoit
kucnotel (ATRA). ATRA — npaTorHoMoHM4MbIi AuGpepeHIMpYOWtHii
areHT, nogasnarommit TpaHckpunuuio PML- RARa, obpuiBaiommii nyTts
JefikeMoreHe3a ¥ MHHUMHUPYIOLIUE NO3peBaHHE aTHIHYHLIX NPOMHEAOLMTOB
[0 rpaHyloudToB in vivo u in vitro. [ipumeHenne ATRA B uHAyKuUKH
NO3BOJIAET JOCTHYL pemuccHH y 80-90% naumeHToB ¢ passusiiuMca de novo
OCTpbiM TpoMuenouuTapHbiM neitko3oM. ATRA uuBenupyer nposaBneHus
KOaryjionaTtHd ¥ HE BBI3BIBACT aMIa3sMd KPOBETBOPESHHA, HTO CHHXAET
BEPOATHOCTh KPOBOTEHYEHHH] M CeNcHCa B paHHEM NEpPHONE JICYEHHS.
CrangaptHas go3a ATRA 45 mr/(M’xcyt). Tloka3zaHa BO3MOXKHOCTB
CHWKEHUs 036 penapara 6e3 uaMeHeHHs 3pPEeKTHBHOCTH.

BONBIIMHCTBY MalUMEHTOB MIA MOCTHKEHHA PEMHCCHH JOCTaTOMHO
npumeHerns ATRA B kauecTse MOHOTepanuy, ofHako 6e3 NONOIHHTENbLHO
Tepanuy 3aboneBaHHE MNPAKTHYECKH BCErNa PEUHAMBHPYET B TEYEHHE
niepeoro nosyrofus. Haunyumas ctparerus — kombuunpopaHne ATRA ¢
MHOYKUMOHHO#t  xuMuoTepanueH. IlokazaHo, 4TO  HMHMIYKUHR €
ucnons3oBasueM  all-TpaHc-peTMHOEBOM KHCIOTHI B KOMOMHauuH ¢
aHTPAUMIUTMHAMH, HECKONbKO KypcOB OCHOBAHHOH HA aHTPAUHKIHHAX
KOHCONHASUMH K NOALEPKHUBAIOIIAS HH3KOAO3Has Tepanusa ¢ i 6e3 ATRA
obGecnieunBaer 75-85% EFS B TteyeHue 5 ner y B3pocnbix. [IpumMerenne
ATRA B HHIYKIMH ONHOBPEMEHHO C XHUMHOTepanueii naér 6osee BLICOKYIO
6e3pellnANBHYIO BbDKMBAEMOCTb, HEM MOC/IEHOBATENBHOE UCNONb30BAHHE
npenapaToB. [IpuMeneHHe NoinepKyBalOlIeH Tepanuu TaloKe YMEHBIIAeT
BEPOATHOCTb PELMIMBA, a YBEIWYEHHE [03bl AHTPALMKIMHOB B HHIYK-
LMOHHOH Tepanuu 1 ATRA B KoHCONMMAALMH MOXET YJIyYIIMTh PE3yNbTaThl
JieseHHs GONBHBIX rpyNIbl PUCKA.

Pesyabtatel  McciienoBaHuit  3QEexKTUBHOCTH JeYeHHA OCTPOro
NPOMHENOUMTAPHOrO JicHKo3a y JeTed A0 HACTOAIIero BpPEMEHH He
omy6NHKOBaHEl, OXHAKO TNpHPoAa 3a00/IeBAHUA M TIPUHLMIEI Teparnuu
OJWHAKOBEI BO BCEX BO3PACTHHIX IPyMMax.

Ilporno3

CoBpeMeHHEIe NPEACTABNEHHA O NPOTHO3e OCTPOro MuenobNacTHOro
Nefiko3a BEIMIAOAT cieaylomuM obpasoM: B rpynne «XOpOoLLero mporHosa»
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BEPOATHOCTh S-NETHe BbDKHMBaeMocTH cocraBager 70% u  Gonee,
BEPOATHOCTE peuyauBa MeHblle 25%; B rpymnmne «IpoOMeXyTOYHOro
NPOrHO3a» BHDKUBaeMOCTh cocTaBnser 40-50%, peuyiaus Bo3Hukaer y 50%
HNalMEHTOB; KaTeropHs «ILIOXOr0 NpOrHO3a» XapakTepH3YeTCs BbICOKOM
BEPOATHOCTBIO peunauBa (6onee 70%) ¥ HU3KOH BEPOATHOCTBIO S-jeTHeH
BBDKHBaeMOCTH — MeHee 25%.

Kenezoaepuuurnas anemMus

AHEMHSI — 3TO FeMaTONIOrHYeCKHH CHHAPOM, NPOABAAIOIUMACA CHH-
JKeHHeM KoHueHTpauuu H6 B eauHMue o6beMa KpPOBH, HacCTO CONMPOBOXK-
JAIOLIMKHCS TaKKE CHHOKCHHEM YMCIa 3PHTPOLMTOB, YTO NMPUBOAMT K Hapy-
IIEHHIO CHAbXEeHUS TKaHeH KUCIOpOAOM (MMMOKCHH).

Kenesogepuuurnas aHeMHs (CHUAepolneHUYecKkan) — MaTONOrH4E-
CKOE COCTOSHHE, XapaKTepH3YIOLEeCs CHIKEHHWEM COMIEePXKaHHA eMo-
rinobuHa u3-3a aeduLKTa XKene3a B OpraHU3Me B Pe3yNbTaTe HapyLIEHHA ero
TIOCTYTINCHUSA, YCBOSHHA HJIH MATONIOTHHYECKHX €ro noTeps.

Anuaemuonorus

Kenezonepuuutnas anemua (KIA) cocraBnser Gonee 80% Beex
aHemui y gereit. Hanbonee npegpacnonoxeHs! x passutuio JKIJA netH pan-
HEro BO3pacTa W MOAPOCTKH. AHEMHWUECKHME COCTOSAHMA, KOTOpble pa3sBMBa-
YOTCA Yy MNAaNeHLEB B IEPHOA PaHHEH a]anTaliu, aKTHBHOTO POCTa H pa3By-
THA, ABAIOTCA HEGNAronpuUATHbIM (PaKTOpoM AN POPMHPOBAHHA 3XOPOBOTO
oprasusma.

KenezomepuumTHas aHEMHA ABAAETCA CaMBIM PacHpOCTPaHEHHBIM
3abonesanneM Ha 3emne. I1o JaHHBIM pa3HBIX aBTOPOB, PACTIPOCTPAHEHHOCTH
nepuumTa Keneza cocraBngeT oT 17,5% y wmkonasnukoB a0 30% y nereit
paHHero Bo3pacra. IIpH paBHBIX yCAOBHAX NETH paHHEro H nybGepraTHoro
BO3pacTa Haubonee MOABEPXKEHbLI PHCKY Pa3BMTHA XKene3onedUUMTHOH
AHEMHH.

JTHONATOreHe3

Kenezo apnserca OAHWM M3 OCHOBHLIX MHKPOINIEMEHTOB, KOTOpHIH
COIYTCTBYET BCEMY JKHBOMY Ha 3eMJI€ H HECET OTBETCTBEHHOCTH 3a GHO3HEp-
FETHYECKHE M OKHCIHTENLHO-BOCCTAHOBHTENBHBIE NMPOLIECCH 8 OPraHH3ME,
Y4acTByeT B NOAAEPKaHHN OCHOBHBIX PYHKUMI xKH3HeoOecneueHHA.

JepruuT xxenesa OKasbiBa€T CHCTEMHOE BAMSAHHE HA KH3HEHHO BaX-
HbIe GPyHKLHH OpPraHu3Ma, 0COGEHHO B KPHTHYECKHE MEPHOMBI POCTa U pas3-
BHUTHA. Pe3ynbTaToM aHEMHH ABNAECTCA KHCJIOPOAHOE FONOMAHHE TXaHEH op-
ranmsMa (runoxcus). Y GoNbHOTO NOCTENEHHO Pa3BUBAETCS YTOMASAEMOCTb,
MOABJIAIOTCS paccTpoiicTea PyHKLIMOHHPOBAaHUS OPraHOB H CHUCTEM.

TIpy BblpaXkeHHOH aHEMHH BO3pacTaeT Harpyska Ha CepAc4yHOCOCYH-
CTYIO CHCTEMY, KOTOpas Uil KOMIIEHCAaUMH TMIOKCHM NOJDKHA obecreduTsh
opraHusMy 6onpuiuii 06beM KPOBH B eXHHHLY BpeMeHH. MoryT ObITh NpH-
3HAKH BereTaTUBHO-COCYAMCTON AUCYHKLMH: HEYyCTOHUMBOE apTepHalibHOE
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HAABJICHHE C TEHIEHUMEH K TMIOTOHMH, HOTIMBOCTD, aKPOLMAHO3, MPaMOp-
HOCTS.

Tlpu cumeponeHUH BO3HMKAET MNOPAKEHHE CIM3MCTON MOAOCTH PTAa M
KeTyJOUHO-KHIUEYHOro TpaKTa. B npouvcxonxaeHnu 3Tux TpOpUUECKHX U3-
MEHCHUI UMeeT 3HA4YeHHE TKaHeBBIH AeULMT xKene3a, IPHBOAAINMIA K MeTa-
GomMueckuM HapylieHUsM B KieTkax. B xenynxe npu XA yraereHo Ku-
cnoroobpasoBanue. [lepecTpoiika CHU3MCTON OGONOYKH MPOHMCXOIUT U B
TOHKOM, H B TOJICTOM OTHAENIAX KHINEYHUKA.

Hednuur xene3a NPUBOAUT K HADYWEHWSAM B CHCTEME HMMYHHTETA:
Pa3BUBAETCA AUCMMMYHOMIOOYIMHEMHS, HEAOCTATOYHOCTh KJIETOYHOrO HM-
MYHHTETa, HapyluaeTcsa auddeperurposka nonynsumii nuMdoumTos.

Hecneuuduueckas pesucrenTHoCTh opraduma npu JKJIA Takke npe-
TEPNEBACT M3MEHEHHA: OTMEYAlOT He3aBEpLICHHHIH (parounTo3, CHIOKEHHE
KOHLIEHTPALHH KOMIJIEMEHTa, IN30LHUMa.

Hudexuuonnsie 3abonesanus Ha (oHe KA ycyrybnsior teueHme
CHIEPONEHHH, TaK KaK POCT H pa3MHOXKEHHE MHKPOOPraHH3MOB OCYUIECTB-
JAI0TCA ¢ noTpebneHueM xenesa.

JnutenbHbli aeGUUMT Kene3a y nereil paHHEro Bo3pacta MOXeET Cro-
cobCTBOBAThL HApyLUEHHIO MHENMHH3aUM#u HEPBHBIX BOJIOKOH, (OpMHUPOBa-
HHA CTPYKTYP MO3ra, YTO CONPOBOXAAETCH 3ARCPKKOH PUINUECKOrO K NCH-
XHYECKOro pasBUTHA: 3alla3fibIBAHHE MPEAPEYEBHIX U PEYEBbIX HABLIKOB, Ha-
pyLIeHHE KOOPAWHAUWN ABHXCHHIH, U3MEHEHHE NOBeACHUECKUX peakuMii.

VY NOAPOCTKOB CHUMMTOMBI H(eNe30AepHLUHTHOTO COCTORHHA  MOrYT
HUMETh CBOEOOpasHbli xapaKTep — HaGMIOMAcTCA MOBBILICHHAA YTOMJise-
MOCTb, MblllleuHas ¢1a6oCTb, CHHXKEHHE MAMATH, CHHXEHHE IMOLIMOHAILHO-
TO TOHYCa.

B ocHoBe XKJIA nexXHT HapylieHue CHHTE3a reMa BCAECACTBHE Reu-
uuTa Xefe3a BCISNCTBHE HApYLIEHUsS ero MOCTYMJICHHA, YTHIH3aUMH #/ i
NOoBBILUCHHLIX 1oTepb. JKJA conpoBoxpaerca xenesonedHuUMTHBIM 3pH-
TPOMNO330M.

JeduumT xenesa y nereit MoxkeT OBITE OOYCIOBIEH LENBIM PAIOM HE-
6naronpuATHeIX $HaxkTOPOB.

Ipuuunbl aedHUHTA Kese3a:

1. HepocraroyHoe NoCTyIIEHUE XKene3a ¢ muiei, 0coOeHHO B IEpHO-
OBl HHTEHCHBHOTO POCTa ¥ Pa3BHTHA (IETH paHHero BO3pacTa M MOAPOCTKH) -
HecGanaHcupoBaHHad AHETA, JUILIEHHAR NOCTATOHOrO COMEPIKaHHA MACHBIX
MIPOAYKTOB, NPeoOaiaHHe BereTapHaHCKON TMIIA.

2. TloBRlIEHHBIE MOTPEOHOCTH B Xedede y Aerell C YCKOPEHHBIMH
TEMNaMH pocTa (HEJIOHOWEHHBIE, IETH C GONBmMOM Maccoil TeNa mpH PodXK-
IEHHM, JIETH BTOPOTO NMOMYrofius ¥ BTOPOro roja xXu3HH, AETH 1ipe- U myGep-
TAaTHOrO NMEPHOJIOB, CIIOPTCMEHEL, GepeMeHHbIE).

3. Hapymenue aGcopObumun keneza (HacneACTBEHHBIE M BPOXKICHHbIE
(depMeHTOnaTHH, OPOKH PAa3BUTHA KHLIEUHHKA, BOCIANHTENBHBIE U aiep-
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ruyeckre 3a60NeBaHus JKeTyAOYHO-KMIUEWHOTO TPaKTa, refNbMUHTO3bl, AHC-
6103 KHIHEYHHKA). '

4. TloBhIIEHHbIE MOTEPH Xeljie3a H3-3a KPOBOTEUEHHH pasnuyHON
3THONOrUH, 3PO3UBHBINA M A3BEHHBIH Npouecc B XKedyaxke U 12-Tv nepcTHoii
KHUIIIKE, HOCOBBIE KPOBOTEUEHMH, a Taloke OGHAbHBIE U ANUTENBHBIE FeMOp-
pard4yeckHe MaTO4Hble BbiAeneHHs Y 4acTH JeBO4YeK B MEPHOA CTAHOBNEHHS
MEHCTpYaJIbHOro UMKia B nybeprare.

OCHOBHBIMH HCTOUHHKaMH JKejle3a ABJIAIOTCA (ML, pa3pyLIeHHBIE
SPUTPOLIMTHI M AENOHKPOBAHHOE JKene30 B opranusme. C nuiueli nmocrynaer
reMoOBO€ U HereMoBoe xene3o. O6e fopmsl xkenesa yCBaHBAIOTCA 3NUTENHO-
UMTaMH JBEHAIUATUNEPCTHON KHLIKH H MPOKCUMARhLHBIX OTAENOB TOLueH
KHLIKH, MPHYEM YCBOEHHE MeMOBOTO Xefe3a He 3aBHCHT OT COAEpXaHHs B
KemyKe cOJAHOH KucnoThl W nencuHa. ['emoBoe xenezo yTuausupyercs
nierye, 4eM HereMoBoe, H B 60nbUIEM KONHYECTBE.

Bonbias yacTb *ese3a B opranksme pebeHKa COAEPXKHTCA B 3PUTPO-
HMTaX B BUAE reMornobuHa — OCHOBHOIO MepeHocHHKa kucnopona. CHHTEs
TeMa W ero npeAllecTBEHHHKAa — mpoTonopdupuHa [X — U3 rAHuMHA ¥ AH-
TapHOM KHCJIOTHI NMPERCTABAAET CAOXHBIA GEpMEHTATHBHEIR Npouece, B KO-
TOpOM YYacTBYIOT BHTaMHH B6, MaHTOTEHOBaA KMCNOTA, JIMMOEBAA KHCAOTA,
MPOM3BOAHBIE THAMHHA, 4 B KayecTBe kKodakTopoB — Melb H xene3o. Xene-
30 BKJIFOYAETCS B F€M Y)KE€ Ha KOHEUHBIX 3Tanax CHHTE3a remoraobuua, npo-
ucxonailero B HopMobnactax koctHOro mosra. [Ipu cHkeHun ypoBHa xe-
Je3a B CIBOPOTKE ¥ KOJMYECTBA €r0 B KOCTHOM MO3Te, 3TOT APOLece Hapy-
HIaeTCA. .

Passutue neduruMTa xenesa B OpraHuImMe UMeEET YETKYIO CTAMMHOCTD.
BoiaensioT cieayioiMe nociel0BaTeNIbHO Pa3sBUBAIOLMEC CTAlMH XKeae30-
OeDULIUTHOrO COCTOSHHWA: ApENaTeHTHHIH NeduuUT XKenesa, TATEHTHLINA ne-
buuHT Kenesa, xene3onePULMTHAS aHEMHA.

penateHTHbli JePHLHT jKee3a — NEpBas CTAAUA PA3BUTHUA KeENe-
304e(UUMTHOrO COCTOSIHMS, XapaKTEPH3YIOW@ACs HMCTOLEHHeM TKaHeBbIX
3anacoB xkene3a. [Ipy 3ToM ypoBeHb TpaHCMOpTHOro QOHIA Xese3a U reMo-
TIOGUH OCTAIOTCA B [peaenax BO3pacTHBIX HOPMATHBOB.

JIaTeHTHBIH AePHIHUT Keae3a — BTOpas CTAAHA PA3BUTHA KKENE30-
fedhuuuTHOrO coctosiHuA. JlareHTHeI AeULMT Kene3a xapakTepusyerca
AepUUMTOM >xene3a B TKAHEBBIX JENO M YMEHbIIEHHEM TPaHCMOPTHOrO ero
¢doHza, HO Ge3 CHIKeHUs reMorjobrHa U pa3BUTHA aHeMHH. JIaTeHTHEIM ne-
GHUMT Kenes3a B OTVIMUME OT MPEAATEHTHOrO UMEET KIHHHYECKHE MposBIe-
HHA, KOTOpble B OCHOBHOM OOYCHOBJIEHBI TPOPUUECKUMH HAPYIICHUSAMH,
Pa3BHBAIOIMMHUCA M3-32 CHHIKEHHA aKTHBHOCTH JKefie30comepKalux dep-
MEHTOB,

KenesogepuuurHasi aHeMHsl — 3aK/IOYHTENbHAL cTaAUA deduumra
JKenesa, pa3sBUBaIOLaics TONBKO TOTHA, KOTJa HCUEPIaHB! 3alachi skenela B
oprannaMe. [Ipy 3TOM CHW)KAETCH CHHTE3 reMmoryioOWHa, yBeIHYHBaeTCA
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KOHLIEHTpauus NpoTonopdUpyHa B 3pHTPOLKUTAX. DPUTPOUHUTH! NpHobpera-
IOT THNHYHBIE MOPGONOruyecKue NPH3HAKH, XapaKTepHEIE JUIT sKeje30ie-
GUUMTHON aHeMHUU: MUKPOLIMTO3, aHM30LUMTO3, Mokkunouutos. IocrenedHo
YMEHBLIAETCA HACBILUIEHHE 3PUTPOLIMTOB eMOrIOOHHOM, 3@ CYET Yero Mx
HOPMOXPOMHS CMEHSAETCA runoxpoMueil. CHMXeHHEe KOHUEHTpaUuWH reMo-
rao6uHa NPHBOAMT K Pa3sBUTHIO aHEMHUYECKOM MMMOKCUM, ABJAIOLIeicA pa3-
HOBHAHOCTBIO reMuydeckoll rurokcHu. ClieACTBHEM aHEeMHYECKON I'MIIOKCHH,
pasBuBaroreiics Ha QOHE yke UMEIOIIErocs YrHeTeHHs aKTHBHOCTH dep-
MEHTOB TKaHEBOr0 AbIXaHHA, SBJAIOTCA OUCTpoduuecKHe MpoLeccs B TKa-
HAX M OpraHax.

Kaunuka

Knunugeckue nMposBieHUA ene30aePHUHTHBIX COCTOSHHIA:

- aHeMHYECKH#t 1 CHAEPONEHUYECKUHA CHHAPOMBI

- cHIDkeHue KoHueHTpaluu Hb u ceiBopoTouHoro xenesa (CXK)

- moBbilIeHHe o6l XKene30CBA3bIBaOLIEH COCOOHOCTH ChIBOPOTKH
(OXKCC)

- CHIKeHHe coiepxxaHua geppurtiHa ceiBopotku (OC).

KnuHuyeckas kapTiHa CHOEPONIEHHYECKMX COCTOAHMI 3aBUCHT KakK OT
CTeneHu aedULMTA XKene3a, Tak U OT NPOJOIDKHTEABHOCTH €ro CyecTBOBa-
HHA M XapaKkTepU3yeTcs CHICPONEHHYECKUM CHHAPOMOM H OOLIEKIMHHYE-
CKHMH CHMITTOMaMH.

O6iexkJHHUYECKHEe CUMITOMBbI OOGYCHOBNEHBI aHEMHYECKOH TIH-
nokcued. [Ipu IIMTENBPHOM CYLIECTBOBaHWM KeNe30AePUUHTHON aHEMHH
MK TIpK GLICTPOM ee MpOrpecCHpOBaHUM MPHCOCAMHAIOTCA U3MEHEHHS CO
CTOPOHBI CEpREYHO-COCYIUCTON CHCTeMBI (TaxXMKapIus, MPUIIYEHHOCTD
TOHOB, aHEMHUECKHI CHCTOMMYECKHM LIyM, TEHACHLHA K THIIOTOHHH, pexe
OABILIKA, THIIOKCHYECKHE U AucTpoduyeckHe usmeneHus Ha IKI, noseiie-
HHE YyJapHOro M MHHYTHOro oGbeMOB CepAla) H HapacTaloT acTeHo-
HEBpPOTHYECKHE HapyIUEHHUA.

CujeponeHH4ecKui CHHAPOM BKIIOYMACT: 3MUTENHAIBHBIE M3MCHE-
HuA (Tpoduyeckye HapyLUEeHHs KOXH, HOTTeH, BOJ0C, CIM3UCTHX 060a0uex);
n3BpatueHue Bkyca (pica chlorotica) 1 060HAHUA; aCTEHO-BET€TATUBHBIC Ha-
pYLUeHHs; HapylLIeHHe MPOLECCOB KHIUEYHOI'0 BCachiBaHMA; AWcharus H
OUCMENTHYECKHE H3MEHEHHUS; CHIDKEHHEe MECTHOTO HMMYHHMTETa (NOBBILIEH-
Hasn 3a60/eBaeMOCTh OCTPbIMH KHILEYHSHIMK U PECTUPaTOPHBIMH HHeKuus-
MH).

CTeneHy THAXKECTH aHEMHH:

1 ct. - nerkas — H6 - 90-110 r/n

2 cr. - cpenuss — 70-89 r/n

3 cr. - Taxenas — H6 MeHee 70 r/n

JAuarnocruka JXIA

Cumxenre H6 <110 r/n

CHuxeHHE KOJI-Ba 3puTpouuToB < 3,8x10 /n
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Cuuxenme I1.I1. < 0,86

CHwkeHHe AHaMeTpa SpHTPOLMTOB < 7,2 MKM.

IMoBriwenne COJ

HopmanbHoe xon-BO peTHKYIOLHUTOB

CHmkende reMatokpura < 32,0 — 39,9 B 3aBHCHMOCTH OT BO3pacTa

CHnxenue Fe cbIBOPOTKH < 12 MKMONB/TI

Moseiuenne OXKCC > 69 Mkmonb/n

CHuxeHHe HachIeHHs TpaHcheppuHa < 17%

CHukeHue GeppHTHHA CBIBOPOTKH < 12 MKr/1.

IMpu ucnonb30BaHMH ABTOMATHYECKMX CYETYMKOB KIIETOK KPOBH, B
JOMOJNIHEHHWEe K YKa3aHHbIM BbILIE¢ NapaMeTpaM BO3MOXHO ONpeAeneHHe
SPUTPOUNTAPHBIX MHIEKCOB.

Jna KA xapaktepHO:

- CHIbKeHHe cpenHero obbema 3putpouura (MCV)

- CHIKeHHe cpenHeit koHuexnTpaunu HB B sputpounre (MCHC)

- CHIKEHHe cpenHero coaep>kaiua H6 B apurponnre (MCH)

~ NMOBBIIIEHHE pacripeAeneHHs SpUTPOUMTOB 1o pasmepy (RDW).

Hns ycTaHOBNEHHA NPUYMHBI aHEMHH PEKOMEHIOBAHBI ClEAYIOWME
obcnenoBaHus:

1. Kan Ha cKpEITYIO KpOBB TPOEKPAaTHO

2. OI'/IC (3po3uBHBIE H A3BEHHBIE MOPAKEHHA XKENYAKA H KHIIEYHH-
Ka)

3. Kan Ha siiua renbMUHTOB

4. Y3H opranos OpiouiHOH# NOAOCTH

5. AHanuz Mo4M.

Jleuenne

Ilensio Tepanuu >kene30QePUUHTHBIX COCTOAHHA ABAAETCA YCT-
paneHue aedMuHMTa Kenle3a U BOCCTAHOBNICHHE HEOOXOAHMOro ero 3anaca B
opranusme. JIoOGMTECA 3TOMO0 MOXHO TONBKO MPH YCTPAHEHHH MPHYUNHBL, Hie-
xaumiei B ocHoBe fedhuimTa Kkefie3a H OAHOBPEMEHHOTO BO3MELLIEHHs Aehu-
HHMTA XeJie3a B OpraHu3Me.

OcHoBHbIE DPAHIHIIBE JIEHeHHA CHAECPOTIEHHIECKRX COCTOAHNNM:

1. Bo3amecturs nepHUMT kene3a 6e3 MEKAPCTBEHHBIX KENE30CO-
Aepalyx NpenapaToB HEBO3MOXHO.

2. Tepanus xene30HePHUUTHBIX COCTOAHHA AOHKHA NPOBOAHTHCA
KEJE30COAEPKAIMMM IPENapaTaMi, NPEHMYIIECTBEHHO ANA N1€POpaIbHOTO
npuema.

3. Tepanus He AOMKHA MPEKPAATECH MOCHE HOPMANH3AUUK YPOBHA
remornobuna.

4. Tepanus xenezogePUuUUTHON aHEMHH C NOMONIBIO FreMoTpaHchy-
3Mii BO3MOXHA TONBKO MO KUBHEHHBIM MOKA3aHHAM.
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Juerorepanus

BaxHeIM 3BeHOM B KOppeKHuHM JeuuMTa XKene3a ABIAETCS AHeTa.
IMpu BEIGOpe MUIEBOTO panMona s KOppeKuHy depuuuTa xenesa, chenyet
OPHEHTHPOBAaTECA He Ha obmiee cogepxanue Fe B npoxgykrax, a Ha ¢opmy, B
KOTOpo#f OHO conepxuTca. Haubonsmee comepikanue reMOBOro Kenesa,
MaKCHMAJILHO YTHIU3UPYEMOrO OPTaHHU3MOM, TNPEACTABAEHO B MACHBIX Mpo-
JyKTax.

H3 pacTHTenbHBIX MPOXYKTOB XKEJIe30 BCACHIBACTCA 3HAYHTENIBHO Xy-
K€, 4EM U3 MPOAYKTOB )KUBOTHOrO NPOUCXOKIeHHA. [TloaToMy, HECMOTpPA Ha
BBICOKOE COZiepKaHue resle3a, He ONpaBiaHbl PEKOMEHAAUMH YNOTpebaiTs B
NOBLIIIEHHBIX KOAHYECTBAaX AONOKHM, TPaHaThl, FPEHHEBYIO KpYITy M Apyrue
pacTUTENbHbIe NPOAYKTEE Iist MOKPHITHA AeQHLIUTA Kenesa y aerel ¢ cune-
PONEHHYECKHMH COCTOAHHAMMU.

B nuTanuu peteil ¢ skene3ofeUUUTHRIMU COCTOSHUAMM NpHEM MAC-
HBIX MPOOYKTOB HELESecOoOoOpa3Ho COBMEMIATh C MOJOYHBIMH M MYUHBIMH
6monaMH, T.K. NP 3TOM MOXKET YXYAWHTHCA BCACHIBAHWE JKenesa 3a CHeT
buTHHa, comepxaierocs B Hux. Yail, ymotpefasembiii ONHOBPEMEHHO C
MACHBIMHM TIPOAYKTAMH, TAKXKE MOXKET CHHKATb 3P PEKTHBHOCTD YTHIH3ALUNN
Hene3a. ITO CBA3AHO C COAEPXKAHHEM B 4ae TaHHHA, KOTOphIif obpasyer He-
PacTBOPHMBIE KOMIIEKCHI C JKENE30M.

®eppoTepanusa

Teparid xene3oReMUMTHBIX COCTOSHHI NOMKHA OBITH HanpaBieHa
Ha yCTpaHeHHe NPHYHHBI, ONHOBPEMEHHOE BOCIIOIHEHHE AehHLINTA Kefe3a
M JO/DKHZ TMpOBOOMTBCH  NPEHMYUIECTBEHHO  KENE30COACPHAUIHMH
npenapatami 1Jia nepopansHoro npvema. I[lapeHTrepanbHoe BBEAEHHE Mpe-
1apaToB ’Kefle3a MOKa3aHO JIMLEL MO CAEUMANHHLIM NOKa3aHHAM (CHHAPOM
HapyIIEHHOr0 KKIEYHOro BCAChIBAHUA, COCTOSHUE Mocie OOMMPHOR pelek-
UMM TOHKOTO KHineuHHka). HeobxoaumMo npoBoauts moaNepkXHBalOLKYIO Te-
panMio TpenapataMH jkefnesa nocjie HOPMalTH3alMM mnoka3satelcH reMorsio-
6HMHa JUIA CO3MaHNA AENO Kene3a.

BriGop koHKpeTHOro npenapata xkeje3a 3aBUCHT OT Bo3pacrta peben-
Ka, crernieHH TikecTH JKJIA, conyTcTByIOLEH NMAaTONOrHK, COLHANBHOrO CTa-
Tyca ceMbd H Ap. B GonpminncrBe ciiydaes mns neuenms AeduuuTa xeaesa
HCTIONB3YIOT (peppornpenapaTsl AN NpUeMa BHYTpb. Y nereli paHHero Bos-
pacTa npeAnouTHTENBHO HCIIOIL30BaTh ¢epponpenapars B BUAE PacTBOPOB
M CHpOIIOB.

Jleuenuie Aeteit c naTeHTHHIM AcpuunToM xeneza u JKJIA 1-2 crene-
HU fApoBoauTc aMOyIaTOPHO mepopanbHBIMM MpenapaTaMu kenesa. Hc-
K/IOYEHHE COCTaBNAIOT CIydaH, KOTa B CEMbE HE MOTyT o0ecne4uTs mpa-
BHIbHBIN NpueM (epponpenapara, HOpMAJILHBIH FTHTHEHAYECKHHA PEXKHM, CO-
oTBercTBYIOmMYyIO Auety. JletH ¢ Taxenoi JKJIA, ocobenno paHHero Bospac-
Ta, HYXHAIOTCA B CTaLMOHAPHOM JICUEHHH.
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Jloza npenapaToB xene3a npu aeyenud XA paccunTbiBaerca B 3a-
BHCHMOCTH OT CTeNeHH TakecTH. CHayana Ha3Ha4aeTcs TepareBTHYeCKasn
Ao3a 5-8 MI/Kr Keneza B CyTKH, 3aTeM MOAZIEPKMBAIONIAA - W3 pacyera
3mr/kr.

B Hacrosilee BpeMs Bce Npenapathl JKEjle3a MOXHO PasfefiMTh Ha
HABe IpyNMbl: HOHHBIE KesNe30CoAepKalnye npenaparhl (Conesbie, nonucaxa-
PUHAHBIE COSIMHEHHs JKeNe3a) M HEHOHHBIE COEAHHEHHR, K KOTOPHIM OTHO-
CATCA mpenapaThl T’MAPOKCHA—TIONHMAIBTO3HOTO KOMIIEKCa TPEXBAIEHTHO-
TO XKenesa.

HManHas xknaccudukaius OCHOBaHA Ha Pa3M4YHH MEXaHH3MOB BCACHI-
BaHMA JKeMe3a U3 HOHHBIX U HEMOHHBIX coeAnHeHH . BecachiBanue xenesa u3
HOHHBIX COEIMHEHWH NPOMCXOOMT NPEHMYLIECTBEHHO B JABYXBallEHTHOM
t$opme). BenenctBue 3Toro Hanbosiee 4acTo UCNONB3YIOTCA ABYXBAJIEHTHBIE
cOfieBbie Mpernaparsl xenesa, 001afatolne XOpoleH pacTBOPHMOCTBIO, Bbi-
COKOH CrocoBHOCTEIO K AUCCOLMALIHH.

K HoBbIM BeICOKO3(¢eKkTHBHBIM H Ge30macHbiM fipenaparaM xenesa
OTHOCATCA Mpernaparsl, NpeAcTaBisiowHe coboit HeHOHHBIE COSANHEHUS XKe-
Jle3a Ha OCHOBE TMAPOKCHA-TIONHMANBTOZHOIO KOMIJIEKCa TPEXBaNEHTHOIO
Kenesa.

Conesble (MOHHBIE) NPENAPATHI XKeJe3a:

- Fe cynbgar — I'emodep

- Fe cynedar u ackopbunosasn xucnora — ®epponnexc. Copbudep Jy-
pynec

- Fe cynsdar + Mmykonporeasa + ackopGunoBas kucnora — Tapaude-
poH

Heconesbie npenaparhl xefesa:

- Fe rugpokcui nmonuManbTo3Hbt koMasexc — Manstodep, deppym-
Jlex

- Fe ruApoxcHA HONMMANBLTO3MBIA KOMNMEKC + donnesad KUCHOTa —
Manstodep — dpon.

ConeBele npenapars! xefie3a MMElOT no6oyHsle 3 dexTsl.

- Merannuyeckuit MpUBKYC BO pTy

- [ToreMHeHue 3y60B U A&CeH

- TaxecTs WK GONH B SNUracTPHH

- Nucnenicudeckue pacCTpOHCTBA H3-3a pazfpakeHHA CAM3HCTONH 06o-
no4ku KKT (rowmrHoTa, 0TpbiXKa, pBOTa, MOHOC, 3arop)

- TéMHOe okpamMBaHHe CTyRa

- Hekpos ciusucroit 060104kM KHILEYHUKA (MPH Nepeao3UpPOBKE HITH
otpasiieHuH cosieBbiMH DII).

Jlns HeconeBBIX fIpeNapaToB jkefie3a HaHHble NobouHsie 3(P¢PeKThl He-
XapaKTepHBbI.
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IpodpunaxTura

Baxue#mum $paxropom nepsBHYHON npoduNakTHKH >kene3oiedHIHTa
sapiAerca cbanaHcMpoBaHHOE NHTaHHe. BropuuHas npoduiakTHKa 3TO ak-
TUBHOE BbisfiBJICHHE JIaTEHTHOTO NedHumTa xKene3a H JKIIA.

Ipornos

Tlpn cBOEBpeMEHHOM BLIABNCHHK NeHLHTA XKene3a U palHOHANLHOM
TepanuM Nporuo3s 61aronpHATHBLIN. '

I'naBa 10. 3a6on1eBannn cuCTEMbl HMMYHRHTETA
(xoa MKE: D80 — D89)
B.H. HoBuxoBa
IMpusnakn nmmyHogedunnTHOH Gonesnn

1. Hanuuue ocTporo wix peuHauBHpylomero (XpoHH4ecKkoro) uHgexkun-

OHHOro npouecca Moboi JIOKaANH3AUHH.

2. BuisBieHHe BUPYCOB, YCJIOBHO-NATOreHHbIX GakTepuil w/nunu rpuGos s

ovare NOpakeHHUs.

3. Knunudeckue mMpH3HAKH — CTHIMEI, XapaKTepHbie IS MEpBHIHBIX

HMMYHOREeDULIMTOB y AeTeH.

4. JlabopaTopHoe noaTBepkaeHe UMMyHoaedHUHTa (OUeHKa mmymlo-

ro CTaTyca, reHHbli aHanu3)

OCHOBHBIM K/IMHHYeckuM mpustakoM HJIb aBnserca HanHuuve M KOH-
KpeTHBIE KJIHHHYEeCKHEe POPMBbI HHOEKUHOHHOrO CHHAPOMA - PEUHIHBOB U
oboctpeHnit uHdeKUMH, BbI3bIBAEMBIX YCIIOBHO-MATOTEHHBIMH MHKPOOpra-
HU3MaMu - BUpyCaMH, GaktepusamH, rpubamu, napasuramu. UudexumonHrie
CHHAPOMbI MOTYT COYETAThCA C CHHAPOMAMH FHMEPakTHBALMH CUCTEMbI KM-
mynurera (CH) — annepruueckMMi 4 ayTOUMMYHHBIMH 3a60/1€BAHHAMH.

HAudexnnoHHbIie CHHAPOMBE JIF000ii JIOKATHIALMH - THABHbIE KJIM-
HHYeCKHe «MapKepbl» HMMYHOAePHUIHTOB H CAYXKAT KAHHHYECKHMH
TIpOSBJIECHHAMH HMMYHOAepHUUTHOH Gonesun. CeA3b HHPekUHii, «BHI3bI-
BaeMbIX» YCIOBHO-MATOr€HHBIMM MHKPOOPraHU3MaMH C MMMYHOREDULIHTOM
OYEBM[HAE, T.K. TONBKO IPH €ro HAIMYMWH BO3MOXHA MX 3KkcnaHcusa. FiMenno
HEeJOCTATOYHOCTh MPOTHBOBHPYCHOTO WM aHTHOAKTEPHANIBHOrO HMMYHHTE-
Ta [O3BOJIAET Pa3sMHOXKATbCA MHKPOOPraHM3MaM - ayTOSOFHYHBIM HIH MMO-
CTYNHBIUUM H3BHE.

I'naBHoe ycioBHEe BO3HHKHOBEHHA WH(EKUHMOHHOTO MpoLecca - BOC-
TIPUMMYUMBOCTE MaKpOOPraHH3Ma, T.€. HEHOCTAaTOYHOCTh €ro HMMYHHTETa
(umMyHoneduUMT), KOrJa AdKe YCIOBHO-NATOr€HHBbIH MHKPOOPraHH3M MO-
ket Bei3Barh uH(pekuuto. BricokoBupyneHTHBIH BO30YAUTENb, NMPOHMKHIHH
BO BHYTPEHHHE Cpe/ibl OPraHU3Ma, MOXKET MPEOJONIETh PE3IHCTEHTHOCTD HOP-
ManbHOT0, HO He HMMYHHOTO K HEMY MaKpOOpraHM3ma.
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PesynbTatoM B3auMOZEHCTBHS MHUKpPOGOB M MaKpOOpraHd3Ma MOXeT
GbITh HECTEPHIIBHBIX MMMYHHTET, KOTAa HaKTOpbl NATOreHHOCTH ¥ HMMYHH-
TeT ypaBHOBELUEHbl, CTEPUIBHEIN HMMYHHTET - 0OCBOOOXKAeHHE OT HHPeKTa U
HHQEKUUA — PasMHOXeHHE BUPYJIEHTHOro MHKpoOa. 3auTHbie 6apsepsl U
HMMYHHTET 3J0pOBOro OpPraHM3Ma MOTYT IIPEOJoNeBaTh TONBKO BBICOKOBH-
PYJIEHTHbIE MUKPOOPraHH3Mbl, NOCTynawomue B 60nb1o0i no3e. B tako#l cH-
Tyauud [fo3a + BupyneHTHOcTb] > [6apeepst + nMMyHuTet] - Habmoaaercs
OTHOCHTENbHBIH HMMYHOAEHULHT, YTO XapaKTepHO A1 0c060 onacHeIx Hak-
TEePUANTbHBIX HHGeKUnit (4yMbl, CHOMPCKOH A3BbI, XOJIEpbl), HEKOTOPBIX BH-
pycHbIX HHbekuMii (DelieHCTBO, aTUNIMYHAR TTHEBMOHMSA U xp.). OnHaKo a-
Ke MpPU pasBMTHH IMHAEMHH YyMbl B JPEBHOCTH, 4acTb JIIOAEH OCTAaBATHCh
30OPOBLIMH 3a CYET MMOBBLILIEHHOW €CTECTBEHHOMH Pe3UCTEeHTHOCTH U HMMY-
surera. Ilocne 3¢ dexTBHON BakUMHALKKH BBICOKOBHPYJICHTHBIE MHKPOOp-
raHU3MBbl YK€ He MOTYT MpPEOJoNeTh NpHOOpeTeHHbIH (ananTHBHBIR) UMMY-
HUTeT.

HMmyHOJeDHUMT — OTHOCHTENbHBIR WK abCOMOTHEIA — ryaBHas
npudYHa MHEKUHMH, Tak Kak MpH MOBbILIEHHH, CTHMYJAUMH HMMYHUTETA
nocne BaKLUMHAUWM BO3HMKAET PE3UCTEHTHOCTH KO MHOIWM BBICOKOBHPY-
NIeHTHBIM BO30yauTensM. Tak, nMyTeM BakUMHAUMHM HacencHHa Obuia JTHKBU-
JHpOBaHa OCNa, YHOCUBIUAX MM/IHOHBI JIIOACH, HHAYUHPYETCE HEBOCMPH-
MMYHUBOCTE K KODH, ITOJIHOMKEIUTY, MPUINY, renatuty B, kiemiessiM 3HLE-
danuram, xeaToll nUXopagke U APYruM MHPEKUHAM 3TO AOKA3LIBAET, YTO
Jaxke BLICOKOBHUDYJNEHTHbIe BO30yauTeNnH HEe MOrYT NpPEoAOAeTh NpEeNBapH-
TeJbHO MOOWIM30BaHHBIE HMMYHMTETHbie Oapbepbl opranmsma. Cneaosa-
TeNnbHO, BHPYJIEHTHOCTE BO3Oyaurencit wHdeknnii He abcomorHa W opra-
HHU3M C JIOCTATOYHO BBICOKOH CTenenbio cneumduueckoii m HecneuupHye-
ckoi aktuBHocTH CH - T.e. MMMYHHBIH - B COCTOAHHH TIPOTHBOCTOATbH €.
Otcrona ciefyer, YTO pe3UCTEHTHOCTh, MMMYHHUTET OpPraHu3Mma, a He BUpY-
JIGHTHOCTb BO3OYAMTENS CIAYXHUT ONpeAcaiomiHM (akTopoM pa3BHTHA Mo-
60it uHbpekunu. [NosTomy «unpekunoHHble 6OAE3HH» CNERYET pacCMATpH-
BaTh KaK «MMMYHoAepHUUTHBIE HHDEKUHOHHBIE GosesHu» HIH (KHMMYHO-
nepuuuTHEie GoNe3sHH C KIMHUKOH HHQekuui». OcHOBOM cTpaTerHH HX
HPOQUIAKTHKK W JIEYEHUs JOJDKHO GbITh MOBBIEHUE HEBOCTIPHUMYHBOCTH,
aKTHBalLMd HMMYHHTETa BOCIPUUMYHBOrO OpraHu3Ma.

TIpu ornocutensHoM U] B 300pOBOM HEHMMYHHOM OpPraHM3MeE Ha
uH(peKT pa3BUBaETCA OCTpas BOCHANMTEIbHAA PEaKLUs U HMMYHHBIH OTBET,
KOTOpBii NP JIEYEHWH M BHI3OPOBJIEHHH HEHTpanu3yer ero, IMocie 4ero
06bIYHO BO3HMKaeT afanTHBHBbIH UMMYHHUTET. ECnu 3TOro He npoucxommr,
oTHocuTeNbHBI U] MOXKeT cTaTth aGCONOTHBIM, YTO NMPUBOIUT K THHKEIOMY
Hexony. IlomeiTky OLEHHBATH OCTPYIO MHQPEKLHHMOHHYIO peaKUMIO KaK HOp-
MaJbHBIA OTBET M Kak Obl «(PH3MONOrH4YeCKOE COCTOAHHE» 3TO TO IKE, YTO
cuuTaTh 60JILHOTO 340POBBIM, a CMEPTh OT TAKOT0 OCTPOro BOCMAIEHHA - €C-
TecTBeHHOH cMepThio. HopmannHan, dusmonorudeckas pabora CH obecne-
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YHBAET HeATpanU3aunIo UH(PEKTOB, MATOreHOB 6e3 KITHHUYECKUX CHHAPOMOB
BOCHAJIEHMA 1 Pa3BHTHA FeHepaM30BaHHOH HMMYHHOI peakuuu, Ha YpOBHe
MECTHBIX, BPOXKACHHBIX WM NpHOOpeTeHHBIX (PaKTOPOB WMMYHMTETa Tak,
KaK 3TO MPOUCXOAMT B HMMYHHOM OPraHM3Me NoC/ie BaKIMHALMM WIH niepe-
HeCeHHOH panee HHpeKIMH.

C 31X no3uumii, aHTHMUXPOOHas Tepanus (NMPOTUBOBUDYCHAA, MPO-

THBOOaKTEpHANBHAA) HMEET 3HAYCHME, C OAHON CTOPOHHI, KaK Crocod
YMEHBUIEHHU HHUIMpYIolIe# K036l BO3OYyAMTENA, MPpUONMXAOmMEA ee K OT-
HOCHTENILHO HEJOCTaTOYHOMY MMMYHHTETHOMY Gapbepy, a ¢ mpyroi, - kak
CPEACTBO MONYYEHHA AHTUICHOB Pa3spyLIeHHBIX MHKPOOOB CTUMYHPYIOWIHX
HMMYHHTET H MIOBBILUAIOIUMX 3TOT Gapbep.
YTo KacaeTcs YCIOBHO-TIATOTEHHBIX MHKPOOPraHH3MOB - afCcONIOTHOrO
6oMbIIMHCTBA BUPYCOR, GakTepHit, rpHOOB, TO pa3BHTHE MHPEKUMH MpU HUX
Y4acTUH BO3MOXHO TONBEKO B MMMYHOANEDHLIUTHOM OpraHuame, T.€. NpH Ha-
AWYHM abCONIOTHOIO, @ HE OTHOCHTENLHOrO MMMYHOZe(pHUMTAa KaKOro-TO
daxTopa, 38eHa, pellenTopa KK MOJIEKYIbl HMMYHUTETa. [103TOMY Aaxce npH
NepCHCTEeHUWH MHOrMX BUPYCOB H GakTepuii B opraHusMe He BCeraa Habmo-
naerca uHdpekuus, ecnu Het U,

CaenoBarensHo, 6e3 nMMyHOAeDHLUHTA HeT HupEKLUMHA, 2 OHA —
ecTb KJAHHWYeckoe nposasaenue HUIB. Mostomy, kak u undexkunu, UJE
HMEIOT OCTPOe, IOAOCTPOE H XPOHHUECKOE TeHYEHHE.

PasnuyaroT nepBHuHbie M BTOpHUHble HMMYHoReduunTel (UJ) u co-
OTBETCTBEHHO MMMYHoAebUUUTHEIE Gone3HH.

llepsuunpie M1 - 310 reHeTH4Yeckue aHOMaNHH, OObIMHO KITHHHYECKH
MaHuQecTHpYIOTCH (XOTA M He Beeraal) y mereit. Bropuunsie UL BO3HHKaOT
Y KNMHHYECKH 3A0POBAIX MOJEH MOA BIMAHAEM Pa3NMYHSIX PUYHH, NPaB/a,
Y MHOTHX M3 HHX MOXXHO BBIABHTH M€HETHYECKYIO MpENpacnoNokeHHOCTb K
pazsutHio HIb.

Cpenu nepBHYHBIX HMMYHOAE(DULIUTOB Mbl BHIIEASEM CTPYKTYpPHbIE H
GYHKUHOHAIBHBIE,

K crpyktyprsim ]I othocaTes:

- OpraHHbIe - IPH OTCYTCTBUH MM HEAOCTATOYHOCTH OpraHa HMMYHH-
TeTa (annasys THMyca, aclUleHHs, BTOPHYHBIE MOCTCILIEHIKTOMHYECKHH H
MOCTTOH3UMNIOIKTOMHIECKNE CHHXPOMBI)

- K/IETOYHEIE - TIPH OTCYTCTBMH HITH HENOMHOUEHHOCTH KJIETOK CHCTe-
MBI UMMYHHTETA, BCISACTBHE HelomupdepeHUMPOBKH KaKOH-TO MOMYIALHH

- MAKpPOMOJICKYJIAPHBIC ~ IIPH OTCYTCTBHH WJIM HENOAHOLUCHHOCTH MaK-
pomorniekyn (pelenTopoB, LUTOKHHOB), H3-32 ne(eKTOB FEHOB MNU IOAAB
JICHAA 3KCIIPECCHU

- CyOMOJNIEKYJISIpHBIE - MPH W3MEHEHHN CTPOEHHS OTHACABHLIX MEeNTHA-
HBIX LIereil peenTopOB U IHTOKXHHOB M3-32 MEHHBIX MyTalHi
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- TOYEUYHbIe reHHble, IPHBOMAIME K H3MEHEHHIO MOCIEeA0BATENEHOCTH

HIM 3aMeHe OTHENBHbIX aMHHOKHMCIOT B HenTugax (3ameHa Tpunrtodana

Ha aprunuH B y-uenu HJI2Ry u peuentopax ApyruxX HUTOKMHOB)
dyHkumMoHaneHbIMK M1 sBnstoTCA:

- «$YHKIHOHAIBHO-TEHETUYECKHE), BOSHUKIIHE B CBA3H C W3MEHEHH-
€M aKTHBHOCTH '€HOB LUMTOKHHOB HJIH UX W APYTHX KAETOYHBIX peuernTopoB
(nepsuunbie HJ| - Hanuuue aUieNnbHBIX BapHaHTOB IPOMOTEPOB TI'EHOB,
MYTalUHM MHTPOHHBIX OOJNacTel, BTOPUYHBIE - M3MEHEHHE AKTHBHOCTH
reHOB MOJ BAHAHHEM BUPYCOB U APYTUX areHTOB)

- QYHKUHOHAILHO-KACTOUHbIC, MOABIOUWIMECH H3-32 HApYLUCHH
dyHKUHOHANBHBIX B3auMoaeHcTBHii knetok CH

- pyHKLHOHANBEHO-OpraHHbie 1 MEXXCHCTEMHBIE, Pa3BHBAIOLIHEC U3-3a
HapyuleHuil peryisuM{ W B3aUMOAEHCTBHH MeXXY pa3snu4yHbIMH OpraHamu
CH, a Taioxe HepBHOH H SHAOKPUHHOIN CHCTEMaMH,

Otu ypoBuu aepexktoB CU Bo MHOrOM ONpeRENsIOT METOMb! H TAKTHKY
AnartoctikH U nederua UB. Tpu ctpykTypHBIX reHHbIX AedexTax, TouHas
Nokamnzauus JedexTa OMpEACHAETCs HE TOJABKO OTCYTCTBHEM KOHEYHOro
nponykta (Hanpumep, IgG2), HO CTPYKTYPHBIM T€HETHYECKHM aHAIU3OM
KJIETOK-MPOAYUCHTOB.

[Tpu opranonatonornu CH (annasiH) N0CTATOYHO KIMHMYECKOTO 00-
cnepobanus. OYHKUHOHANBHEIE NEDEKTH HA YPOBHE aKTUBHOCTH rEHOB MO~
TYT BBISIBIATLCA MO KOHEYHBIM MX NPORYKTaM (HaripuMmep, UMTOKHHAM), a Op-
raHHbie - MO HM3MEHEHHWIO KOJIHYeCcTBa OpraHocrienmduyeckux MNpoayKToB
(Hanpumep, PEpMEHTOB, MEAUATOPOB).

JleueHue CTPYKTYpHbIX reHeTHudeckux aedextoB TpeGyeT reHHoi Te-
PamnuH, TPaHCINaHTALWH THCTOCOBMECTHMBIX kietok CH unu 3aMmecTuTens-
HOM TepankH HeAOCTAIIMM NpoAyKToM (Hanpumep, IgG), toraa kak ¢yHk-
LUMOHANBHBIE fe(eKTH MOTyT ObITh KOPPUTHPOBAHBI UMMYHOTpPOIHBIMH Ape-
napaTtaMi M IpyruMH BO3JEHCTBUAMH.

Hapsny ¢ uHdexMoHHBIM CHHAPOMOM, KaK OCHOBHBIM KJIMHHYECKHM
TNpU3HaKkoM, MHorue reHetuyeckue Wb accouMupoBaHel ¢ HeMHPEKUMOH-
HBIMM MPOABNEHUAMM: AIEPrUUYECKUMHU (IEPMATHTEL, 3K3eMa U Ap.); ayTo-
UMMYHHBIMH CHHIApOMaMH, Jedekramy KocTeil ckenera, TpoMOOLMTONEHU-
ell, araxcueii U pAaOM APYrHX MOPaKEHUH Pa3NHYHBIX OPraHOB W CHCTEM.
AnNepruyeckye peakuMu HabMIOOaioTCs NpH CelIeKTHBHOM aeduumrte IgA,
cunapome Buckorra-Onapuya. [IposiBjeHUs ayTOUMMYHHBIX CHHIPOMOSB
pasHooOpasHbl: TpoMOouuToneHuy, HedTponenuy, CKB, anemuu n ap. INpu
H]1 yauwe, uem B oOmiei NOMyAAUMH, BCTPEHAIOTCA OMyXOiH. ITa CBA3b 00Y-
CIOBJIEHAa Y4YacTHEM MNPOAYKTOB He(eKTHBIX MEHOB BO MHOrux Merabosu-
4eCKUX MpPOoLEeccaX, a He TOJBKO B HUMMYHHBIX PeaKLUIX.

HmMyHonedmuUT He Bcerfa NpOABAAETCS KIMHUUYECKH Kak 6one3Hb
W3-32 BHICOKMX KOMIEHCAaTOpHuIX Bo3MoxHocTeit CH. Tak, Hampumep,
byHKuMY 60/IBIIMHCTBA UHTEPJIEHKHHOB MHOFOKPATHO B3aMMHO TMEpeKphi-
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BAIOTCH, MO3TOMY HEAOCTATOYHOCTH OJHOTO M3 HMUX KIWHUYECKH MOXeET He
MaHHQeCcTHPOBATHCA.

JedexThl APYrHX F€HOB CYXAT NPHYHHOM pasBUTHS TAXKENBIX MOMH-
MOp(hHBIX ¥ Jaxe (aTanbHBIX KNHHUYECKMX CHHIpoMoB. Ha 310 ykaisiBaioT
MoJeny reHeTHYeckuX JedekToB Ha MblllaX, Y KOTOPHIX HHAKTMBHPOBAHBI
OTHeABHBIE TeHbl («HOoKayT»-MbiliH). [Ipn nedekre rena CD28 (kocTumynu-
pytowas Monekyna T-numouunros, Baumogedictyoutas ¢ CD80 ana co-
3peanus B Tx 1, unn ¢ CD86 B Tx 2), konuuecteo T-numdouutos HOp-
MAalbHOE, HO 0csabeH UX OTBET Ha aHTHUIeHEI, BbipaboTka TX2 HMTOKMHOB U
samuTa OoT BUpycoB (SApuiun A.A., 1999). Hedekrt rena monexynsi CD152
(CTLA4) npusomut k nuMQoaseHONaTHH, CIUIEHOMeraiuu THMQOUIHOMN
HHGunbTpauuy opraHoB W cMepTH. [ToxokHe cHHApoMbi HabmogaroTca B
KJIHHHUKE.

Tepeuunbie U], 06b1uHO BPOXMEHHBIE M TeHETHHECKH OOYyCIOBNeH-
Hble, TPOABAAIQTCA Y)Ke B paHHeM JeTckoM Bo3pacre (Ballow, 2003). Yacro-
Ta nepeHuHblx HMJ1 coctaBnser npumepHo 4,5 Ha 10000 HOBOpPOXAEHHBIX,
win 24,9 Ha 1 maH gerteéf. OOHAKO MX 3HAYMTENbHO OOblue, 4eM M-
arHocTUpyIoT. Bo-nepBeiX, He Bce u3ydeHb! (u3BecTHO Oonee 100 KMJI) u
TOJILKO 3a MOcHeAHue MOAbl OMHCAHO HECKOJBKO AECATKOB HOBbIX MMMYHO-
neduuuroB. Bo-prophix, naxe u3BecTHole UJ He AMarHOCTUpYIOTCA HU3-3a
cnabocT WMMYHOIIOTHYECKOH Cly*6bl, HEAOCTATOUHOH OCBEROMIEHHOCTH
Bpaueii, B NepByI0 o4epelb NeAHaTPOB, AOCTATOMHO CIOXKHLIX METOAOB AM-
ardoctukd. B EBpone ¢ /I B cpennem 3apeructpupoBad | GonbHol Ha
96000 Hacenenus, Torga kak B llIBeuun 1:10000, B IlBeituapuu 1:12000.
Ucxons u3 maHHo# yactoThi, B Mockee nomxHO 66ITE He meHee 1000 6onb-
HbIX, B Poccun He meHee 15000, a B benapycu - He menee 1000. Tuarsocru-
Ka u3BectHeix nepBuyHbiXx W] ocHoBbIBaeTcs Ha OCOOEHHOCTAX KIMHHYE-
CKHMX MpOABIEHHIl, Tak Kak GONBIIMHCTBO UMEET XapaKTepHbIe CHMIITOMEI U
ofpeficiieHHble ACCOLUHMHpOBaHHble npu3Hakd. JlaGopaTopHas AMarHoCTHKa
3TOr0 MMMYHOIEPULIUTHOrO BapHAHTAa MPOBOAMTCA MYTEM OLEHKH HMMYH-
HOTO CTaTyca M 3aBUCHUT OT MpeAnonaraeMoii Tokanusaumu aedexra.

Muorue nepeuuHbie MJ] oOycnoBneHsl MyTauusamMu B X-Xpomocome:
aramMMarnoSyauHeMus, runep-1gM cHRIpoM, TOKeNs# KOMOUHUPOBaHHBIH
Un (TKUMO), cunapom Buckorr-Onjprda, XpoHHYECKas rpaHyieMaTO3Has
60ne3Hb, MMMdonponndepaTHBHBINH CHHAPOM, AePULIMT NpONEpAMHA U Ip.

Bce nepBuunbie U1 nensr Ha caepyiomme rpynnsl: 1) HemocraTou-
HOCTb NUMQOUIHOM CHCTeMBI: a) B-kieTouHoro 3BeHa HMMYHHTETA H aHTH-
Ten; 6) T-kneToYHOro 3BeHa MMMYHHTETa; B) KOMOMHUpOBaHHAas HEROCTa-
TOYHOCTb 060UX 3BeHbeB; 2) AedHUMTHI arounTor; 3) nedpuunT dakTopos
KOMILTeMeHTa; 4) kKoMOHHMpOBaHHBIE HMMYHONCHLUTA, BKIIOYAIOMHE He-
JOCTATOYHOCTB HECKONIBKHX 3BeHbeB CH M CTBONOBBIX KNETOK.

OcHoBHO# npuuuHoi nepeuuHbix HMJI ciy)kaT MyTauHMH COOTBETCT-
Bylommx reHoB. Ilatorenes UJI cTaHOBHTCA ACHBIM MOCsE BhIAENEHMA reHa
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WM FPYNNbl TE€HOB, OTBETCTBEHHBIX 33 €r0 pa3BUTHe. MHOTHE MepBHUHbIE
W] aBAAIOTCA NMOJHIFEHHBIMH CHHAPOMaMH, O00YyCnoBAeHHBIMM AeheKTaMH
FeHOB, HaXOAAMMHICA B PasHBIX XpoMocoMmax. Peructpel /L, cocTapnsembie
B pasHBIX CTpaHax, NO3BOJAIOT OUEHHBATh MX 4YacTOTY H PacrlpoCTpaHeH-
HocTe. OtcyrcrBue B ctpaHax CHIT moctaTo4HO pa3BHTOH MMMYHOJNOrHYe-
ckoi cmyxObl, a Takke MHoroobpaswe ¢opm, sapuantoB M, HeACHOCTH
CBA3M C JeeKTHBIM F€HOM, HacTO OCTaBJIAIOT HX 33 «GOPTOM» HMMYHONIOTH-
YecKOro AuarHosa, oOLIYHO OHM YHHTHIBAIOTCA KaK KIHHHYeCKHE (OpMBbI
XpOHHYECKOH MHPEKUHH.

Hmmynonepuuntabie onesnn AuMponaHoii cneTeMbl

HmmyHoaepuuuTel nTMMGONAHOH CHUCTEMbI rpyNMHPYIOT MO OCHOB-
HBIM CHHAPOMAM M MPOsiBASHUAM.

C yueroM MexxnyHapoaHOH KiaccHukaumu 6onesteit (10-¢ uspanue,
1992), no xotopo#t maHbl WHPBI, Mbl NMPHUBOAUM AOMONHEHHBIH BapHAHT
ONUcaHHA nepBU4HBIX HMMYHoZedHunTOB no Hosuxosy JI.K., Hosuioso#
B.H. (1996), uutuposanusiii 8 muteparype (Kapaynos A.B., 1999).

D80 - UMmyHoaepHUHT ¢ npecbaasanunem aedexTOB AaHTHTE.

D80.0 - HacnencrBennas runoramMmariaobyanHemns.

1. AyTocoMHO-peuecCHBHEBIH THN araMMarnoOyauHemuu (LuBeHuap-
CKHH THI).

Ofiuie npusHaky: MOAHOE HWIM YacTHYHOE mnopaxeHue B- u T-
cucremnl. MUmeetca nedext cospeBaHtA KOCTHOMO3roBOi M JHMQONAHOR
CTBOJIOBEIX KJIETOK.

Ouerika uMMyHHOTO ctaryca (OHUC): numdoneHns, peskoe CHHXEHHE
UMMYHOr106yIHHOB BCex KkiaccoB B KpoBH (MeHee 2 r/n): 1gG<2 r/n; IgA,
IgM<0,02 r/n, ymensiuenue B kposu CD19*, CD20", CO21°, CD22%, CD72*
4 umMyHornoSynmHHecyminx B-numpountos (<1%).

Knunuka: npossnsierca y nereil Ha 2-3 Mecaue XKH3HH, 3N0KaYECTBEH-
Hoe TeyeHue; pakuuHauus BLDK npuBomMT K BakUMHHM, HHCCEMHHALMH H
reHepanu3alMy NpOLECCa, 4TO OOYCHOBIMBAET JIETANLHBIH MCXOA B MEPBHIE
MECSLbl )KH3HU; OCTAHOBKA POCTA H Pa3BHTHA peOeHKa; TKeNble pelHaHBH-
pylouHe HHQEKLVH, TMPEHMYILECTBEHHO C MOPDMKEHHEM GpPOHXOMerouHOi
CHCTEMbI, MUUICBAPHTENIFHOTO TPAKTA, CENICHC; ACPMATHT B BHIE 3PHTPOACP-
MHU Jleiinepa, sxcdonnarusHas spuTpoaepmus Putrepa.

HatonoroaHuToMU4ecKHe NPH3HAKN: MHOXECTBEHHBIE HEKPO3bl KOXH
€ BOCTIAIHTENBbHON HHOWIbTpauMeii; Aucnnasua BIIOUYKOBOH Jese3pl: peTH-
KYfIO3HJOTEMH HEAOPa3BHT, THMHYECKHE TENbLUa OTCYTCTBYIOT WJIH €HH-
HHYHbIE, KOPKOBBIH U MO3rOBOi C/IOH HE ONPENCAIOTCK; BHIPAKECHHAA JHC-
nnasus aambouaHod TKaHH: GOUTHKYAB He PasBHUTHL, 30HHI B AMMQOY3nax
HE PasTNYHMBL, ACPHUHT 3PEABIX JIMMQPOLIHTOB, HO GONBIIOE KOJHYECTBO HE-
3pedIbiX, CXOAHBIX ¢ THMPOGNACTAMU, OTCYTCTBYIOT MJIa3MaTHYECKHE KIETKH,
cefie3eHKa yMenbieHa B 5-10 pas.
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I1. Cuennennan ¢ X-xpoMocoMoii aramMarnobyaunemMus ¢ JeGULHTOM
ropMoHa pocra GonezHs BpyToHa

Hctopuueckuit cayuait araMMarioOyNTHHEMHM Y HETBIPEXJIETHErO
ManeurMKa, kotoporo Habmogan Braton, mo ero xe MHeHuio (uut. K.-ZI.
Tumnuep, 1979), Bo3MOXKHO, ObIN HE BPOXKAEHHBIM, @ NprobpeTeHHbIM 3a60-
JIeBaHHEM, TaK KaK MAJIbUMK 32 6 MecsleB 0 3TOro nepeHec Kopb, Nocie Je-
ro y Hero B 4 rola cTanu BO3HMKATh YaCThie ITHEBMOHWUM M MEHHHTHTHI; U3
KPOBH BBICEBATH NMHEBMOKOKKH, a2 B CHIBOPOTKE HE OBUIO @HTHITHEBMOKOKKO-
BbIX aHTHTesn. [locne anekTpodopesa crIBOpOTKH KpoBY Ha annapare THae-
aHyca 6b10 o6HapyxeHo oTcyTcTBHe Y-rnobynuHoB. BonsHOH monydan no
20 Mn KOHUEHTPHPOBAHHOIO Y-rnobyauHa 1 pa3 B MecaAl 1 B Bo3pacTe 25 jier
OH Mpoxomkan npuxuMate HO 60 Mn y-rnoGynuHa Ge3 ocnoxHeHui, pabo-
Tan, yyscreoBan ceds xopoiuo.

Mexanusm: 6oneoT MaJb4uKH, TaK Kak U3-3a MyTauuyu reda Btk B xo-
potkoM nnede X-xpomocoMs! B nokyce DXS17, B nosuuuk Xq21.3-Xq22
HET THPO3WHKHHA3bI, He0OX0AUMO#H IUIA co3peBaHud B-kieTok, He QyHKUHO-
HUPYIOT CTPYKTYpHble TeHbl CHHTeza WMmyHornoOymuHoB. ITpoaykt Btk -
YneH src-ceMeficTBa THPO3MHKUHA3, Kotopoe BkmoyaeT Lek, Fyn, Lyn, yya-
CTBYIOUIMX B CHIHANbHOH TPEaHCAYKUMH reMOMOITUYECKHX KimeTok. B B-
KIeTKaX — BbICOKad aKTHBHOCTb reHa Btk, Ho OH HeakTuBeH B T-KJleTKax.
HaeectHrl Gonee 250 paznmuuHbix MyTauuii B rede Btk. X-cHenneHHas runo-
raMMargo6y/IMHeMHs C U30JIMPOBaHHOH HEMXOCTATOYHOCTBIO COMATOTPOMHHA
oTaM4aeTcd oT araMmarnofynnHemnyu BpyToHa, T.K. HE HMeeT aHOMAIHK re-
Hd THPO3WHKMHa3bl. XapaKkTepeH peunecCHBHHIH THN HACNEAOBAaHHUA, ClEN-
JIeHHbIR ¢ X-XpOMOCOMOI.

OMUC: y pereit no 4-9 mec konmyecTso Ig HopmansHOE 32 cuer nomy-
YEHHBIX TPAHCIUIALCHTAPHO OT MATEpH; B KPOBH OTCYTCTBYIOT HIH PE3KO
(menee 200 mr/nn) camxeHo konuuectso 1gG u [gA, conepxkanne IgM. IgE
MOXeT OblTb B HOPME; HET NAIA3MATHYECKHX KNEeTOK B TMMPOMIAHOH TKAHH H
CAM3MCTHIX 0bONOYKax, HHOTAA OTCYTCTBYIOT B-kaerkn, necymue Ig u map-
xeput CE) 19-22; wuepemkH HeHTpPONEHHM, 4HacTOTa BCTPEHaEMOCTH
1:1000000. Bo3moxsHa npeHaTanbias AHarHOCTHKA y IUIONOB MYXCKOTO MO-
na.

Knunnka: npospserca Ha 1-3 rofy »H3HW: CHH)KEHA PE3HCTEHTHOCTH
OpPraHU3Ma K NHOTCHHBIM GakrepusaM (CTapHIIOKOKKH, CTPENTOKOKKH, Na-
no4xa HHGQMIOEHNE), HHOTAA - rpubaM. YacTel GpoHXoneroyssie HHGEKUMH
(60% ciyuaeB), OTMTHI, THOAEPMHM, IACTPOIHTEPHTHI, APTPUTHI. BO3IMOXKHBI
OCTEOMHEJTHTEI M CenicHc. PE3HCTEHTHOCTE KO MHOTHM BHpYCaM HOPMA/IbHAs,
HO MOBbilIEHA IYBCTBUTENHHOCTE K 3HTepoBupycam ECHO, uto npueoauT K
MEHHHro3HNehaNMTaM ¥ CHHAPOMY AEPMATOMHO3WTA; HeT peakuuii numdo-
Y3108 (rumnonnasus) ¥ cefie3eHKU B nepHoapl 06OCTpeHnt npolecca, He Gbi-
BaeT AICHOMAOB, MMNIOILIASHA MHHAAINH; HEPEAKHM COUETAHHA C ATOHHYECKOH
IK3EMO¥H, annepru4ecKNM PUHHTOM, OpOHXHANILHOH acTMO#.
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IMaTonoroanaromaueckue NpH3Haku: B nepudeputeckux oprasax cuc-
TeMbl HMMYHHTETa OTCYTCTBYIOT 3apOJibillieBbie UEHTPH U IIa3MaTHueckie
K/eTKH, @ B MAHJAIWHAX M rPYNNOBBIX JTUMGOUAHBIX POTHKYNax ~ Xapak-
TepHBle CTPYKTYpbl; B BHJIOYKOBOH >kejie3e OTMeHaeTcd paHHUi XupoBOM
MeTaMop$03 C HAKOMIEHHEM JKHPa B KJICTKaX KOPKOBOH 30HEI ZIONEK.

D80.7 - TpaH3uTOpHAs THHOramMMarioGyJiHHEMHs XeTCKOro BO3-
pacTa.

IMepenoc IgG ot matepu k NAOAY NPOMCXOAMT rNaBHBIM 0GpazoM B
KOHLe 6EpeMEHHOCTH, MoITOMY RePMUMT Ig OTMeyaloT Hale BCero y Hemo-
HOLIEHHBIX JieTeil. B Hopme yposeHb IgG y HoBopokAeHHBIX (3a cuer IgGl n
[gG3) 6nu3ok MaTepHHCKOMY, uMetoTcs cnenbl IgA v IgM. KataGoausm ma-
TepuHckux IgG mpoucxoaut GnicTpee, YeM NPOAYKUHS COGCTBEHHLIX, (10~
3ToMy y Aeteit 4-6 Mec ypoBeHb IgG 06GpiuHO nonmxkeH (4-6 r/n). Oxnako
ykKe K rony oH oberuHo 61130k ypossio B3pocnsix (8-10 r/m). Bee xke ypo-
BeHb 1gG2 0OBIMHO OCTAETCH MOHHIKEHHHIM [0 NEPUOAA FIOJIOBOrO CO3peBa-
HUA, OAHAKO TIPH AAHHOM CHHAPOME Y AeTell 1-5 NeT CHIMKEHO CofepIKaHue
IgG (menee 5 r/n); IgA<0,02 r/n; IgM<0,04 r/n; npyrue nokazatenu -
HOpPMaJibHbIE; 4YaCThi PECHIMPATOPHBIE, KOXHbIE H KHIOEYRBIE WHPEKUMH.
MMo3xe yposeHs Ig 06b14HO BOCCTaHaBNWBaETCA. [ IaBHEIH ANArHOCTHYECKHI
kpuTepHii - yposerb IgG. OcHoBa sieweHHA - KynUpOBaHHe HHPEKUNA.

D81 - KomGunuposannnie HMMYHOACDHIHTHI.

D81.0 - Taxennlii KoMOHHHPOBaNHHLIE HMMYHOACDHUHT ¢ peTH-
kyasipuoii aucreresneii (TKHA, SCID).

TKH]J, peTuKyIapHBIH AHCreHe3 oObeaUHAET TPYNMy FeHEeTHYECKHX
OedekToB, NpUBOAALUMX K JeHKOMEHUM, HeHTponeHuu, auMmdountTonenun,
AePULUMTY HMMYHOTIO00YTHHOB.

Mexasu3Mm: OPUYHHBI - Je(eKTh PasHHYHbIX KITIOYEBBIX FEHOB H3-3a
yero HapyleHa uddepeHuMpoBka ¥ mponudepauys reMono3ITU4ECKOH
CTBOJIOBOH KJIETKH B TUMGPOUIHYIO U MUETIOMIHYIO CTBOJIOBbIE KIIETKH: BO3-
moxHbi nedpektsl CD3-koMmniexca (x3era Lenu), peUenTopoB k HMHTEp-
nelikuHaM, JedeKThl nepeaayy BHYTPUKIETOYHbIX cHrHanos, HLA-Monekyn
I u II knaccos.

OHC: y HOBOPOXKIACHHBIX - ArpaHyJIOUMTO3, OTCYTCTBYIOT UMK CHUXKEH
ypoBeHb JUM(OUUTOB; NOABICHHE MaTepHMHCKUX T-1MMQOUMTOB, NPOHUK-
WIHX Yepe3 MIaileHTy, NPUBOAHUT K NONABHEHHIO MHEO0N033a Mioja.

Kiutuka: aetd norudbaioT B repBbie MecALbl XKU3HH OT CEIITHYECKOro
npouecca; yxyAilieHHe COCTOAHHA OONBHOrO ¥ CMEPTh HAacTYMAeT B TEHEHHE
OXHOro AHs; MHOTAA focne poxiaeHus HabmonaeTcs kopenomobHas ChiMb C
TUMEpTUrMeHTauMed KaK NMposBieHUe peaklUMyd MaTepUHCKUX IMMOOUUTOB,
MPOHUKIUMX Yepe3 IUIALIEHTY; XapaKkTepHbl MOCTOSHHAA MONOYHULA, KAHIH-
JO3BI KOXKH ¥ CIH3UCTBIX 00oNoveKk, Anapes, WHTEPCTUIMAIbHBIE [THEBMO-
HHM, TsDKeNble BUPYCHBIE MH(EKUUH (reprec, aieHOBUPYCHI, LIUTOMEranoBu-
pyc).
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TlaTonoroasaTomMuueckne NPHU3HAKH: rHOOIUIA3HA AMMQPONAHON TKAHH;
B BHJIOYKOBO# enese U JHMQPaTHYIECKUX y3iax NpeoOnagaloT peTHKYmAp-
Hble KJIETKH; B CEfle3eHKE OTCYTCTBYIOT (MOINMKYJL, HMEIOTCA PETHKYJAp-
HEIE KJIETKH H MaKpo(daru ¢ 303HHOMIIEHEIMH rPaHyJIaMH; B KOCTHOM MO3Te
OTCYTCTBYKOT KIT€TKH-NIPEALIECTBEHHHKM JICHKOIMTOB.

Ilpu X-cuennennom TKUJ mansuuky B 7 MEC C YacThIMH TAXKENBIMH
uHpeKuHAMH 610 Npon3BeneHo 3 ¢EeKTHBHOES BOCCTAHOBIEHHE HMMYHHTe-
Ta NyTeM TPaHCNIAHTaLHH KOCTHOro Mo3ra (1,39x10%Kr KneToK), AUIIEHHO-
ro T-knetok, oT 6epemenHoit Matepu. CoBmectumocts HLA aHTHreHOB ObI-
Ja 5 u3 6, a B CMeLIaHHON KyAbType MHMGOLMTEI MaTepu HE OTBEYAIM Ha
MOHOHyKJeaps! pebenka (Lowe et al., 2000).

D81.1 - Taxenblii HMMyHOZe(PHUHT ¢ NOHHKEHHBLIM KOJIHYECTBOM
T- u B-raerok (SCID).

D81.2 - Tswenablii MMMYyHOAe(HIHT ¢ MOHWXKEHHBIM HJH HOp-
MaJIbHBIM KONHYecTBOM B-Kierok (SCID).

MexaHH3M ¥ KIMHHKA: MYTaiHA FEHOB, JJOKaIM30BaHHbIX B q13.1-13.3
nokyce X-XpoMOCOMbl OTBETCTBEHHEBIX 3a OOILIYIO Y-LieNb LIUTOKHHOBLIX pe-
uenrtopos angd UJI-2, -4, -7 c 3ameHoit B y uenu B 224 no3Huuy Tpunrodana
Ha apruHYH. BO3MOXHBI Takie MYyTalldM reHa NpoTeHH-KHHa3bl Jak 3. B
nepBbie 6 MecALeB XH3HH y peGeHka HAUWHAIOTCA YNOpHas HHdekuus aer-
KHX, KAHAHAOMHUKO3 rNTOTKH, MHIIEBOAA, Anapes.

OHUC: koauyecTBeHHbIH W/unM QyHKuHoHanbHbiil Aepnuut T-wietok,
conepikaHue B-kneTtok MOXeT COOTBETCTBOBATb HOPME WIH NPEBHIIATH €¢,
HO 3TH KJIETKU cnabo CeKpeTHpYyIOT HMMYHOrA06yauHbl, YPOBHH HMMYHOr-
nobynuHoB A, M, G CHHXKEHEL.

Jns muarHoctuku Redekra obwedi vy uenu ( yY.) peuenTopa UHTOKH-
HOB, NOMUMO omnpeaeneHus CD-mapkepoB T- B MpUMEHSIOT aHanM3 y, METO-
ZOM [IPOTOYHON MHTOMETPHUH, YTO YCKOPAET BhiABACHHE NedeKTa.

Jleuenne: nocne mepecamkH KIETOK KOCTHOro Mo3ra, auuieHuoro T-
Knerok moxkeT passuthesd PTIIX ¢ auapeeit u 203uHOoQuHeii, Torna BBOAAT
METHINPEeAHU30M0H. OObIMHO COCTOSHHE YAYYLIAETCA C BOCCTAHOBJICHHEM
peakumii numdouuToB. IosToMy nepecanxa COBMECTHMOTO KOCTHOrO MO3ra
Bce e Haubosnee 3pPeKTUBHEIH METON CHEHHA.

ITaTonoroaHatoMu4ecKue MPU3HAKY: ANAA3HA WM HAOMNA3NA BANOY-
KOBOif Xxene3sl; GHOPO3HOE YILIOTHEHHE KamNCybl; MOYTH MONHOE OTCYTCT-
BHe mumdouuToB U Tenen laccans; HMEIOTCA He3peNble PEeTHKYIAPHBIE
Knerxy; muMdaTHyecKHe y3ibl H MHHAIMHL! MANECHbKHE WM OTCYTCTBYIOT;
aumonaHbIE HSHTPH H 3apoapiueBbie (POVTHKYIN HE BHIABIAIOTCA; UME-
IOTCA IUIOTHBIC PETHKYIAPHEIC THDKH, HaOMONAeTCa 3amellleHHe PpuOposHoi
COENVHHUTENLHOM TKAHBIO; OTCYTCTBYIOT ILIA3MATHYECKHE KJICTKH, JTHMPOUH-
Tol u maMdodaacTL
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D81.3 - HeaocTaTOYHOCTH aIeHO3NH-ge3aMHuHa3bl (ALA).

MexanHu3M: reHetuyeckuil nedekt B nokyce 20.q12-q13.11 Hacnemy-
€TCA 1O ayTOCOMHO-PEECCHBHOMY THITY; MMEETCA «MOIYallMi» aLieas jio-
Kyca aieHO3HH-Ke3aMHHa3kl; NehHIUT ee B IpHTpoLMTaX ¥ AumdouuTax Be-
JeT K HaKOMICHHIO aJl€HHO3M - 0-Ie30KCHaleHO3HHA, BBIZBIBAIOIHX aNONTO3
T-numdouuros (Buckley, 2003).

OMUC: yxe B iepBbie HEIENH KU3HU U 0COGEHHO B 2-3 MeC OTMeuaeTcs
NMMQOLIMTONEHHA, HEAOCTATOMYHOCTh T-THMQOLUMTOB, a, Hepeako, u B-
KJIETOK.

Knuruka: aeduumt BeIABIAETCA cpasy nocne poxaeHus pebeHka, co-
YETaeTCA ¢ aHOMAIMAMH Da3BHUTHA ckejera (ledopmauus, OKOCTEHeHHe) -
XOHAPOOCTEOANCILIA3UH, BBIABISIOTCA NMPH3HAKM HHBOJIOLHH BHIOYKOBOH
ene3bl, HabnioAaerca Auapes, pecrMpaTopHbie HHPEKLHH.

Cunapom runmo-AJIA (5% nopmsl) HabmogaeTcs v y B3pOC/bIX B BUJIE
peunavsoB uHdekuuii 1 conpoBoxaaercs TCD4 -numponenueii.

I'naBHbIA NpH3HAK - OTCYTCTBUE HIIH HU3KHHA ypoBeHs AJIA B 3pHTpo-
uuTax U tMMopoLurTaXx.

Jleyenue: TpaHcrnaHTauns HLA-COBMECTHMOrO KOCTHOTO MO3ra; BBe-
HeHue 3 pasa B Hepenmo AJIA KpyNHOTo poratoro cKota B KOMIUIEKCE € M0-
JMITUNEHITIHKONEM (A cTabHNM3alMK - mpenapat anareH-neralemasa),
BBEAEHHE HPUTPOLIMTAPHON MACChl; reHHas TepanHs - NepeHoc HOPMANLHOro
reHa AJIA, BelaenesHoro M3 JAUM¢OLMTOB AOHOpA, B Ky/NbTHBHpYEMbIC in
vitro T-numdountel GonsHoro ¢ nocneayiomed ux peundysmeil emy (mo
2x10'° knetox). na storo noay4aroT T-1uM¢pOoUMTB KPOBH U CTHMYAHPYIOT
nx UNA-2 u anturenamu k CD3, a red AJJA NepeHOCAT B HHX C NOMOLUBIO
BexTopa SVAX, cogepxailiero npomorop SV40 u x[IHK yenoBeueckoii ane-
HO3HHJe3aMHHa3bl. TTonoxurensHsiid 3ddexT HabmonaeTca yke npu noAs-
JeHun y 6oasHoro ao 10% knerok ¢ HopmansHeiM resom (Hoogerbrugge et
ai., 1995).

D81.4 - Cunapom Hesenoda (ppanuyscknii THN uMMyHoAehHIH-
Ta, ATEMEPOLUTO3).

MexaHH3M: HeXOPA3BHT INUTENHH THMYCA, T-KIETOUHbIC PEaKLHH YT-
HeteHbl. Hacnegyercs no ayTocoMHO-pPELECCHBHOMY THITY.

OHC: anmdoumTonenns, CHUXeH ypoBeHb T-numpouutos (CD3,
CD4, CD8) u ux ¢yHKIMH npy HOPMATEHOM HIH CHIXXEHHOM COIEPXAHHH
HMMYHOTI00Y/THHOB, PE3KO YrHETEHBI KOXKHbIE PEaKiliH.

Knunuka: B paHHEM AETCKOM BO3pacTe HMeETcs 3alepixa pocTa H
pa3BUTHA pebeHka; MOBbINIEHa BOCIIPHUMYHBOCTE K BHPYCHBIM, 6aKTepHalb-
HBIM Y MPOTO30HHBIM MHGEKLUHAM, CENCHC C IHOMHbIMM OYaraMM B KOXe,
JIErKHX M APYrHX OpraHax; reMoJMTHYecKajd aHeMMs C [OJIOXKHTENBbHOH pe-
axnueit Kymb6ca.
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MaronoroanaromMuyeckue MPU3HAKH: TEPMHHATUBHBIE LIEHTPH B JIHM-
(oy3nax OTCYTCTBYIOT; TMMOIMNIA3HA WK aTpodus BUIOHKOBOH xKene3wl (OT-
CYTCTBHE TUMOLIMTOB, Teflell ['accans) n nuMEpoy3noB.

D81.5 — HenocraTovHOCTH NypUHHYKIeo3HAGochopHIasbI.

Mexauusm: MyTallHa reHa B nokxyce 14.q13.1 Bemer k HepocTaTodHo-
CTH mypHHHYieo3uadocdoprnasel, Gnokupyerca pubGOHYKIIEOTHAPERYKTA3A
u cuxte3 [THK; HacnenyeTcs no ayroCOMHO-PELIECCHBHOMY THITY.

OHUC: Toxenniii T-knetounbtii geGUuMT ¢ MuMboneHHed U HapymeHH-
eM mponudepauny THMPOLMTOB PH CTHMYJIALNM MHTOr€HaM#u HAM amio-
reHHbIMH suMdountamMyu. Konuuyectso B-knerok, obpasoBaHue aHTHTEN H
KOHUEHTpaLus Ig HopManbible.

Knuunxka: nepuumr pasgusaerca B Bospacrte oT 6 mMec. 10 6 ner (B 3a-
BHCHMOCTH OT CTefeHM HapyuteHus oOMeHa BelllecTs); Habmopaercs cra-
CTHYECKan TETparserds M atakcHs. B chbIBOPOTKE U MOUE CHHXECH YPOBEHb
MOUEBOH KHCNOTHI.

D81.6 — Jdedunur HLA-aHTHICHOB I1aBHOI0 KOMIIIEKCa THCTO-
copmectumocTH I knacea

D81.7 — Heduunt HLA~aHTHreHOB IJIABHOTO KOMNJEKCA THCTO-
cosmectumocty I knacca. CHHAPOM «ronbIX» JIHMPOUNTOB.

MexaHu3M: Ha MeMOpaHe NMMdoLUTOB U Makpodaros OTCYTCTBYIOT
HLA-auTurensl I (HLA-A, -B, -C) wunn II (HLA-DR, -DP, DQ) xnaccos.
Orcyrcteie HLA II knacca o6ycnoBaeHo nepektoM resa B nokyce 2ql2,
OTBETCTBEHHOTO 3a TpaHcKpunuuondsidt ¢akrop CIITA (knace Il Tpancak-
THBATOp); BTOPO#l NMpu4HHO# AedexTa MOXKET GHITH HEAOCTATOYHOCTH AKTH-
supytouwero Qaxtopa RFX (JJHK-cBasbiparommxcs 6GenkoB RFXANK,
RFXS, RFXAP). Tepuuur HLA T wnacca ¢BS3aH ¢ MyTaUMAMH reHa tap2,
Y4acTBYIOLIETO B TpaHcnopTe nenTuaoB CHUkeH yposeHs Tx.

OMUC: xonunyectso CD4 T-1MGOLMTOB Xemmepos cHwkeHo, a CD8” -
NOBBILIEHO, Nposudepaliid Ha MUTOTEHbl COXPaHAETCSA, HO PEaKiHA HA aHTH-
reHbl H KOXHblE MpoObl 3aMEeIEHHOro THMA Ha KaHAMAO3HLIN AHTHIEH OT-
CYTCTBYET; HET {L1a3MaTHYECKUX KJIETOK, YPOBHHU Ig HOHMKEHBI; MOCHE M-
MYHH33aLUUH BaKLIMHAMH YMEHBIIEHb TUTPh aHTHTEN.

Knnnuka: guapes ¢ KaHOMZO30M H KPMOTOCNOPOAXO30M, GpoHxone-
rouHble 3a00ONeBaHMA; OCTAHOBKA POCTa W Pa3BUTHA; MOBLILEH PHUCK TAXKe-
JbIX UHPEKLMOHHBIX 3ab0neBaHui.

T'naBHBIN Mpu3sHaK — oTcyTcTBHE Ha nuMdonmTax HLA-aHTHTEHOB,
cHkeHue ypoBHA T-xenmnepos. IlpoTuBonokazaHa MMMYHH3aLMSA XKUBBIMH
BakunHamu (BLDK u ap.).

D81.8 - ipyrue koMGunHpoBaHHble AMMYHBORSDHLUTDI.

BroTUH-3aBHCHMasA HEAOCTATOYHOCTh KOKapOOKCHIA3bL.

Mexanusm: nedext passutua III u IV rnoTouHslx kapMaHOB B 3M-
6puorenese BeAET K aria3uy THMYCa U NAPAIHTOBUAHBIX JKeJlE3,
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OMC: T-kseTkH OTCYTCTBYIOT HE BCeria, KOnu4yecTBo B-kiieTok HOp-
MaTBHOE.

Knununka: ajnoneuus, Cy].‘lOpO)KHblﬁ CHHAPOM; B MOYEC MOBBLIIIEHO KO-
AUYECTBO OPraHWYECKUX KHCAOT H MOJIOYHO-KHCHBIHA alMno3 1 KPOBH; XO-
pouinit sddext nocne neueHuss GHOTHHOM; aHOMATHU Pa3BUTUA cepiua H
GonbuMX cocyaoB rpynHo#t Kkinetku (terpasa damno, NpaBOCTOpOHHee pac-
MONOXEHHE A0PTHI).

Cunapom OmeHHna ¢ runepio3uHodpuneil xapakrepusyercs noebl-
WeHHON 4YyBCTBUTEAbHOCTBIO K HH(pekunn; uHunstpaumeit T-knerxamu
KOXH, eveHH, Celle3eHKH, KHIUEYHHKA; HepeldKo OBIBAtOT NMHEBMOLMCTHbLIE
nHesMOHMH. ConpoBoXAaeTcs SpHTpoiepMHeit, tuMdoaneHonaTei, rena-
TocnNeHOMeranvedi, auapeeil. Mimeercs neiikounTos ¢ sozuHodunmned, mo-
BbiilleH ypoBeHb IgE, Ho cHibxens! - 1gG, IgA, IgM, B-retku (unmn otcyrer-
By10T); Konndecteo T-knerok (Tx 2) ysenuyeHo. Halinenst MyTaiiuu resoB
RAG-1 1 RAG-2, BbiasnseTcs HEZOCTATOUHOCTh S-HYKIIEOTHAA3k.

D82 — UmMyHoAePUUHTRI, CBA3AHHDIE ¢ APYTHMH 3HAYHTEIbHDI-
MU aedexkTamH.

D82.0 - Cunapom Buckorra-Onapuua, cuenaeHubit ¢ X-
XpoMocomoii (¢ TpoMOonHTONEHHEH M IKIEMOi).

MexaHu3M: MyTauus reHos B pernose Xpil.23-p11.22, nostomy ne-
dekTeH TpaHckpunumoHHelii Genok WASP (Wiskott Aldrich Syndrome
Protein), cBA3aHHBIR ¢ KOHTPOIEM AKTHBHBIX (PHUNIAMEHT ¥ NOAMMEPU3aLMEH
akTHa. HapymeHa 3kcrpeccus riuKoNU3HPOBAHHBIX KUCABIX MIHKONPOTEH-
HoB-cHanonopduHoB (CD43, CD6, CD23, CD37, CD76), y4acTByomMx B
aKTUBauMu T-KTETOK; HHOTOA HMEETCE HEOCTATOYHOCTD IIMKO3UNTpaHche-
pa3bl. Ilo ApyrdM HaHHBIM MYTalld¥ BhI3bIBAIOT M3MeHeHUAa Gemka WIP,
B3aumogeicTeyiouero ¢ WASP. AyTOCOMHO-peUecCHBHbIH THII HacneaoBa-
HHUA, yacToTa 4:1 MJH.

OHC: numbountonenns, T-mumdonenus k 6-8 roaam, CHuxEH ypo-
BeHb T-xennepos, TpoMGoLMTONEHHA (HapYWIeHa aare3us), OTCYTCTBYIOT pe-
akumu ITY3T, onpenenseMele KOXKHBIMH TeCTaMi, CHHXEH OTBeT auMpony-
ToB Ha PI'A U aHTHreHbl. HMeroTCs HapyWeHHs ryMOpaIbHOr0 HMMYHHTETa
— 3HAYMTENHbHOE YMEHBUICHHE WM OTCYTCTBHE ChIBOPOTOYHOTO IgM, BhicO-
Koe cofepxanie IgA u IgE, HopMaNLHBIA WK BbICOKHMHA yposeHb IgG, cHu-
HE€HA NPOAYKUNA GHTHTEN K MHEBMOKOKKOBBIM NOANCAXapuaaM; Makpodaru
HE paclennsioT NOJHCAXAPUAHBIC AHTHI €HbI.

KnuuneKka: TOKECT BapbHPYeT; TPOMOGOLUMTONEHUA TIpH POXKAECHHH;
KPOBOTEUCHHNA; dK3eMa; Yy AeTell B nepBble MECAUB! XH3HH BOIHHUKAIOT MO-
BTOpHBIE FHOMHbIE HH(EKLIMHK, BhI3bIBaeMble MHEBMOKOKKAMM U APYTHMH [0~
NINCAXapHACOASPKAMMHE OaKTEpHAMK; CILICHOMEraims; 3/I0Ka4eCTBEHHbIC

onyxonu (5-12%); BbipaXeHHas THIONJIA3HA BIIOYKOBOM Xene3bl B THM$o-
HIHON TKAHH.
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Bo3MoxeH BapHaHT y B3pOCHBIX: KPOBOM3JIMAHUA B KOXY, KpOBOTEYe-
HUA, TPOMOOLMTONEHHS, IK3EMBI, OTHTEL, ApYrHe HHpekuuu, auddepeHLH-
PYIOT ¢ TPOMOOLIUTOINIEHHIECKOiT My pITypOH.

OCHOBHBIE 1MarHOCTHUECKUE KPHTEPHH - KIHHUYECKHe, TpoMOoLUTO-
nenus, 3k3ema (Konaparenko U.B., 2001).

Jnd nedeHus MPUMEHSIOT fIepecaiky TMCTOCOBMECTHMOrO KOCTHOIO
Mo3ra Ha ¢oHe MoJaBjieHHss WMMYHHOH CHCTEMBI M reMornossa GOIBHOrO.
Ilpy HEBO3MOXHOCTH TIEpECaiKH MPOBOAAT NMOCHHAPOMHYIO TEparMio HH-
(PEeKUHOHHBIX, AIEPrUUECKUX U I'€MATONOTHYECKUX OC/IONHEHMH; CTUTEH3K-
TOMHA O/ YMEHBLICHWS reMOpparH4eckoro CHHApOMa, BHYTpHBEeHHO Ig;
KOPpEeKLUHMSA aHEMHH; 3aMeLIeHHE 3PUTPOLUTapHOH Maccoit npy Hb<50 r/n.
MecTHO - crepouansle Masy. [IpoTHBONOKa3aHb! IPUBMBKH JKUBBIMH BaKL{M-
HaMH.

D82.1 - Cunapom Ju xopaxn.

MexaHu3M: HapyuieHO 3MOpHOHATBHOE pa3BuTHE Ha 6-10-if Hemenax
rectalii CTPYKTYp 3-4-ro rIOTOHHBIX KAPMaHOB, HE pa3BHBAETCA INUTENHIH
TUMYyCa M MapaliHTOBHAHbIX XKeJe3; ONHOBPEMEHHOE HENOpa3BUTHE NEPBOTO
H BTOPOro TAOTOYHBIX KAPMaHOB MPHBOIMT K NOPOKaM CTPYKTYp JiHLA, a ni-
TOro - cepila U aopTsl (AeeKTHl neperopoJok, rerpaaa danno). B nokyce
22q11.2 o6Hapyxenbi Mukpoaeneuuy JHK.

OUC: nepoctaToYHOCTh GYHKUHH T-KNETOK; CHUXKEHO konHuyecTso T-
AnMGOUKMTOB H UX QYHKUNOHANBHAS aKTHBHOCTD, yBeHYEHO KonnyecTso B-
KJIeTOK; NOBbILIeH yYpoeeHb IgE.

KnuHKKa: annasds Wi THOILIa3sHs THMYCa; NOPOKH pa3sBHTHA: BOJ-
Yybs MacTh, AHOMAJIHA NPaBoOil Ayrd aOPThI, KPYNHAIX COCYAOB, FPYIAMHBI; Ka-
TapakTa; SHCIUIA3M# YIIHBIX PAKOBHH; HEOHATAIbHAA TETAHHA W3-33 HENO-
Pa3BHTHA NapalMTOBHAHBIX )Kejle3 M FHIOKAIbLIHEMHH; YacThie HHpeKLH-
OHHBIE OCNIOXKHEeHM; Y GONbHBIX A€Tel HE OTTOPrarloTCs KOXHBIE TPAHCIIIAH-
TaThi, OTCYTCTBYIOT peakuni ITHY3T; yMeHpIIeno konu4ecTBO THMGOLUKTOB B
THMYC3aBUCHMBIX 30HaX fiuM¢oy3nos. IIpy yMepeHHOH rumomiasHu THMyca
OETH BBDKHBAIOT.

JHAarHOCTHKA OCHOBBIBAETCA HA KIMHHYECKHX JAAHHBIX: OTCYTCTBUH
AKX YMEHBIIEHHH TeHH THMYCa MpPH PEHTreHOrpaQHM; CHWKEHHH YPOBHS
Kanblds B KPOBH M MApaTHPEOTPONHHA; THHKECTh CHHIPOMa ONpeacisercs
CTeMeHb) MOPOKa Cepiua, aopThl, MapamMTOBMAHBIX ene3. epext T-
KJIETOK MOXeT OBITh KOpperupoBaH nepecaakoif (etanssHOro THMyca, THMHU-
4eCKOro SruTenus.

D82.2 - HMMyHoAeHUHT ¢ YKOpOYeHHEeM KOHEUHOCTel (CHHApPOM
Bmoma). HenocrosiHHbie HapyHleHHs KJIETOYHOrO M IyMOpPanbHOrO 3BeHa
HMMYHHTeTa; npeobnanaer aepuunt CDS™ T-knerok unu WMMyHOrI06yIM-
HOB, XpOMOCOMHbi¢ abeppalnM; KapIMKOBRIH DOCT; AHCIUIA3HA XpAllei H
BONIOC (TOHKME, pelikHe HEMHIMEHTHPOBaHHBIE BOJIOCHI OpoBeli W pecHHU);
KOPOTKHE KOHEYHOCTH; CHW)KEHHBbIA HMMYHHBIH OTBET Ha BUPYC BETPAHOHR H
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KOPOBEEH OCMBI, HO HOPMAIBHLIHA Ha APYTHE BUPYCHbIE aHTHreHbl. OCHOBHOH
CHHAPOM BKITIOYAET: Kap/iMKOBOCTb, 3aliepikka (M3HUYECKOro pasBHTHA, [H-
MOreHUTANIM3M, TeNeaHrHOIKTa3|s, MNOBBIICHHAR CBETOYYBCTBHTENILHOCTD
KOXKH.

D82.3 - HMmmyHoneduuuT, cuenyieHHslii ¢ X-xpoMocomoii H oTBe-
TOM Ha BUpYc Dnwreiin-bapp.

V 6OABHBIX MOBbILIEHA YYBCTBUTENBHOCTH K UHQHUMPOBAHHIO BHPY-
coM dnureitH-bappa (0TCYTCTByeT OTBET Ha HyKIeapHbIi, HO He KancHAHbIH
aHTHreHsl), [IpeapacnonoXeHHOCT, UMEET HACHeACTBeHHBIM Xapakrep (kak
nepeu4Hslif ]T), onHako cHHAPOM AKOOBI MOAB/ILETCA BTOPHYHO NOCIE WH-
GHULUHMPOBAHUS BUPYCOM, YTO MPHBOAMT K Pa3sBHTHIO HHQEKLIHMOHHOrO MOHO-
HYKJ€03a C anna3uell KOCTHOro Mo3ra, HeKpo3aMu nededH; y 25% G0mbHBIX
BO3HUKAIOT JMMGOMBI, HacTsl peudadBHpYroume uHbekuuu. [TporHBOBU-
PYCHBIE npenaparsl He3(pPEeKTHBHEL.

CornacHo HOBBIM NaHHBIM, CBA3b CHHAPOMa C BHPYCOM ONLUTEHHa-
Bapp oteepraercs (Morra M. u ap., 2001). Cunapom 0GO3Ha4AlOT Kak «X-
CUCIUIEHHYI0 AuMdonpoandepaTHBHyio Gone3nby. OnucaHbl MyTaUMH reHa
SH2DI1A, koTopbl#t Jokanu3yeTcs B cerMeHTe 25 X-XpoMOCOMBI H KOXHUpY-
et 6esok SAP (SLAM - cemeiicTBo curnanpHbix monekyn auméountos. K
cemeiictsy SLAM otHocsTcs renst Monekyn CD48, CD84, 2B4, BCM1-L).
MyTaLus 3Toro resa B T-KIeTKax [PUBOAAT K HAPYIHEHHIO HX 83aWMONEH-
CTBHUA ¢ B-THMOUHTAMH, YCUEHUIO NX npoaudepalyH.

D82.4 - Cunapom runeprammaraobyansnemun E (IgE).

Mexanusm: y GOMbHBIX, MO-BHAHMOMY, HMEETCA CHIBOPOTOMHBIH HH-
rHOWTOp, HampaBieHHuwi npotus cybnonynaumit  sumdountos (T-
CyNpeccopos ) u HeTpodusaos, B kpoBH ypoBenb IgE pe3ko yBeanueH.

OHC: ormeuaetrca pedpvumt T-nnmpoumtor (CD45RO - mapkep na-
MATH), XEMOTaKCHCa M (ParouHTapHoOlH aKTHBHOCTH HEHTPODUIOB, CHHXKEHHE
yposus Tc n Tx-knerok, EK, Ho yBennueHo konuuectBo Be-numdountos.
VYposens IgE B cpiBopoTke kpoBH Gonvwe 1000 KE/n m mocturaer 40000
KE/n, ypoBHH ApYrHx MMMYHOraoGynuHoB M3MeHeHb! cnabo, uHorna cHu-
)eHa WIH NOBHINEHA KOHUEHTpauus IgD. B kpoBu yBenH4eHa KOHLEHTpa-
s ructamuna (75-100 MKr/), KOTOPbIA MOXET U3MEHATL PEAKTHBHOCTH B
CBA3M C HANIHYHMEM K HEMY PEUENTOPOB Ha HMMYHOKOMITETEHTHBIX KIETKaX.

Knunuka: xapakrepHb! «XoflofHble» abCcuecchl KOXH W MOAKOKHOM
KJIETYATKH; AECCTPYKTHBHBIC MHEBMOHHH, AaTORHYECKUH NEPMATHT, AUCTUIA3HA
CTPYKTYP JIMLIA; fiepeJioMBI TPYOHaThiX KOCTel.

JliarHo3 OCHOBBIBACTCA HAa KHHHKE, OueHke ypoBHA IgE v nononnu-
TeNBHOM 0o6cHeIOBaHNH.

Jlevyenue BKIMIOYaET MOXKHIHEHHYIO AaHTHOAKTEPHANILHYIO H CHMIITOMA-
THYecKylo Tepanmio. Mcnons3osanca uninocnopur A (5 Mr/kr/cyTkd B Te-
yenue 18 mec). Ormeueno curxerne IgE Ha ¢poHe nprema npenapara.
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Kmuumnyeckuit mpumep. ['unep-IgE-cunapom, Bomsnas K. 6 ner. Jle-
pouxa ot Il 6epementocty, 1I ponos 6e3 natosorni. Macca Tesna Mpu pok-
nenun 3700, anuHa 54 cM. Jlo 1 r. BckapMmiMBanace rpyasio, pa3BHBaiach
HopmaneHo, [Ipusuta Tonsko BIDK u npotus nonHomuenuta. B 3 mec. au-
arHOCTHPOBaH 3KCCYJAaTHBHBIH ApaTe3. B nocnexyrolye roxel 4acro Gecrno-
KOMN 3y/l HA (POHE YMEPEHHBIX NMpPOABJACHHA IEpPMATUTA. 3aME4EHO, YTO YCH-
NeHue 3yJa npeuecTByeT 000CTPEeHUIO THo#HON HHbekuuH. B 3 r. nepete-
Clia KOKJIIOHI, B 4 I. -~ CKapJIaTHHY.

B Bo3pacre 3 Mec, Ha ¢oHe HOPMaNBHOH TeMNepaTyphi, BIEPBLIC MO~
BH/IMUCH THOWHWYKOBBIE BLICHIIAHHUA HA BOMOCHCTON YacTH rofioBEI M 3 napo-
Huxui. B 4 mec. -Heckonbko niceBno¢ypYHKYAOB H NPABOCTOPOHHUHA Mof-
MBILUEYHbIA FHORHBIN MuMdanennt. HecMotpa Ha sedyerne aHTHOMOTHKaMU
U AMMYHOTIO0YHHOM, NceBAOGYPYHKYNIE3 NPUHAN pelMaMBHpyloiliee Te-
yeHue. PasBunca ocreomuenut npaeoii Gonbuiebepuosol koctu. Tonyuana
aHTHOHOTHKM M rutasMy. [lo 1 roxa Gonbme He Gonena. B | ron nepexnecna
rpunn, Ge3 OCJIOXHeHH, B 2 roja nieBMoHHIo. bpoHxonerouHbie 3abonepa-
HHUS MOBTOPANKCY, B 3 roaa 9 mec (GponxuT), 3 r 2 mec 1 B 5 niet (iesocTo-
POHHAA nHEBMOHHA). [IpH nocnentem 3a60NeBaHHH Ha PEHTICHOMPAMME Bbi-
sAIBJIEHa MoNoCTh. [IpomomKany fOBTOPATECA INH30AbI KOKHOH FHOAHON HMH-
dekunu: B3 1 U 4 r 8 Mec. - pypyHkynes, B 5 1 3 Mec. - abcueccsl 8 noamMbI-
wedHol obnacTy u B 0ONacTH npasoil MOABDKKH, B 5 1 7 Mec. - aGcuece e~
BOM ArOAMLB!I, MPABOCTOPOHHWMI MOAMbIUICYHBIH W mieHHb AuMdageHut;
3aTeM ewe 2 abcuecca [Tpu o6cnenoBaHuy BEISBIEHO CHUXKeHUE daroumTap-
HOW aKTHBHOCTH.

CocrosiHie NMpH MOCTYIUIEHH! yaoBneTpopurenbHoe. Ha koxke ompe-
HENAI0TCS MHOXECTBEHHble pyOupl — chelpl NEpeHeCeHHOH THOHHOM WH-
¢dekuun. pyroit nartonoruu He obHapyxkeHo. Yposens IgE - 2000 xE/n.
Knunudeckuit auarnos: Innep-IgE cunnpoM. Atonuueckuit gepmatur. Pe-
LUMIMBUPYIOLIYE THOMHBIE HHOEKUHH KOXKKA W NOJKOXKHOM KeTyaTku. AGc-
LIecC Hapy»XHOro yxa cnpasa. KannuaosHeli CToMaTHT.

D82.8 - ImMMyRoZedHINT, CBI3AHHBIA ¢ APYIHMH YTOYHEHHLIMH
3HAYUTEIbHBIMH AeeKTaMH.

G113, UmmyHogedHuHUT ¢ aTakcHel-TeJeaHrHodKTasueii (cun-
apom Jlyu-Bap). ,

MexaHnu3m: MyTauus resa. ATM B pernone q22-23 11-if XpoMOCOMBI
(wacrora 1:40000). I'en aim xogupyer docaTHINIMHOZUTONKHHAZY, YYaCT-
BYIOILYIO B KJIETOYHOM [EJEHHH ¥ Nepenadye CUTHAIOB akTHBAUHH. Ero ge-
(eKTHOCTb NPHBOAMT K HapyLISHMIO co3peBaHua U QyHkumii T- U B-kinerok,
HeBPOJIOIHYECKUM U COCYAUCTHIM paccTpoiictBam (Rosen, 1993).

OHC: chwxen ypoenb CD3*, CD4” T-mMMGOUNTOB, HOPMATBHBIH

- KJIX YBEJIMYEH YPOBEHD CDS8", nucuMmyHOr06yaHHEMYA, HEpeaKo AedULUMT
IgA, cHumkeHs! konuuectBo IgG, 18G,, 1gGa, oTBeT Ha PT'A U Ha Gakrepm-
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anbHble aHTUreHbl, HHOT/A TUNONNA3HA THMYca W arpodus numdoysnos,
nucbananc Tx/Tc, ypenuueHne ypoBHs a-(peTONPOTCHHA.

Knunukxa: nonumopdHa, H3MEHEHMA B CHCTEME MMMYHHTETa B Ha-
yanbHO# (aze 3aGonesaHus He HAOMOAAIOTCA, HAH HEIHAUMTENBLHEIE; MOIYT
npeobnanaTe HEBPOJOIHYECKHE H COCYAHCTHIE PAaCCTPOMHCTBA, TENICAHTHO3K-~
Ta3HK CKIIEP H KOXKM, MO3KEYKOBAA aTakCHA, AMCTEeHE3 AMUHMKOB; B Aafb-
HeiillleM NOpaMKEHHE CHCTEMBI HMMYHHTETa YCHIMBAETCH; XapaKTepHO pas-
BHTHE 3aTHKHBIX, BANOTEKYIMX H XPOHHYECKHX HEBMOHMIA; CMEPTH OT HH-
(PEKUHOHHBIX H COCYAHCTO-HEBPONIOrHUECKUX PacCTPOHCTB.

Mkt Habmonanu 6 aereil ¢ JaHHBIM CHHRPOMOM B ABYX CeMbAX. Y He-
KOTOpbIX 3ab0JIeBaHHE NPOABHIIOCH B PAHHEM BO3pacTe, a y Gpatses H cectep
Morno HabmoaaTscs NKulb B Gonee nosmHem nepuoge (4-6 net). Xapakrep-
HbIM OBbINO Pa3BUTHE 3aTHKHBIX, BANOTEKYLUHX H XPOHHYECKUX NHEBMOHMIL.
Hetu norubanu ot ocnoxHeHUH MHPEKIMI U COCYANCTO-HEBPONOTHUSCKHX
paccrpoiicTB. [Boe yMepJIo OT OyXOJNEBOr0O NOPAXKEHUA NEYEHH.

Jleyenue: anTuGaxTepHanbHas Tepanus, BsedeHHe HMMYHOrnoGymu-
HOB YaCTHYHO KYIIHPYET CHHIPOM.

Komunnaeckuit npumep. Bonpnas E. 7 net. [lesouka oT 300poBbIX po-
auteneit, ot II 6epeMeHHOCTH, NMpoTEKaBlIeld C TOKCUKO3OM B | mosioBHHE,
BTOPBLIX CPOYHBIX CTPEMHTENBHBIX ponoB. Ctapmas cectpa npobaHna ymep-
Jia B BO3pAcTe 4 JieT OT ocTporo jeiiko3a. Miannas cectpa - 300poBa.

HeBouka poaunace ¢ maccoii Tena 3600 r, jumHo# 51 cm. Haxonunace
Ha eCTECTBEHHOM BCKAPM/IHBAHUHM IO 2 MECALIEB, 3aTEM - HA UCKYCCTBEHHOM.
K 1 rony Becuna 8 kr, oTcTaBana B MOTOPHOM pasButuu. Hauana xoauts ¢ 1
r 3 mec. Torga xe 6bila OTMEYEHa WIATKOCTL noxoakH. IpusuBanacs no
Bo3pacry 6e3 ocnoxHeHuii. [TepeHecna BeTpaHyto ocny B nerkoii ¢popme. o
3 mer BocnuTHIBaNACh AoMa, He Gonena.

Brepssle 3abonena B so3pacte 3 mer nHeBMoHueil. TTocne BbizaOpoB-
JICHHA MOCTOAHHO COXPAHANCA BIKHBIA Kalllenb, CIM3UCThIE BBIAENEHUS U3
HOCOBBIX X0J10B. B 6 net nepenecna QypyHKyne3 BOJOCHCTO! 4acTu rofoBb,
B 6 net 4 mec - ocTpbiii OPOHXHUT, B 6 aer 6 mec - nHeBMoHHIO. Ha done
6poHxuTa, B Bo3pacTe 6 JjieT 4 Mec ObUIO 3aMEYEHO yXYAUIEHUE MOXOAKH,
yCHJIEHHE T'UIepKHHe30B. B 061acTHO! GonbHMUE YCTaHOBNEH NHArHO3 CUH-
apoma Jlyu-bap. Torna »ce Bnepsbie 06paTHIH BHHMaHHE HA TENEAHTHIKTA-
3MH.

locnuTanusnposaia B COCTOAHWM CpPeNMeil TAKECTH, C BbIPKEHHOH
MO3)KE4YKOBOH aTaKCHeH M TeleaHrHO3KTasHAMM ckiep. OTMedanach runo-
NNa3sUA MUHAAIKH, CTU3KCTHIE BBIAEIEHHA M3 HOCOBBIX XOIOB, ocnabneHue
JbIXaHHs B JIETKUX U €AMHUYHBIE MEJIKO- M CpeJHE-My3blpuaThie XpHnsl. [Ipy
1abopaTOpHOM MCCAENOBaHNWH ObTH BBIABNEHBI OTCYTCTBHE UMMYHOrNIOGY-
JauHA A B CBIBOpOTKe, abcomoTHan numdbouuronenus (ot 372 no 750 knetok
B 1 MKI), MONOXKUTENbHAA peakuus Ha anbda-deronpoTenH. B pesynsrare
HccnenoBaHus OBl yCTaHOBNIEH AMAarHo3: koMOunupoBaHHbeii H]I, coue-
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Talowmiica ¢ arakcueii-Teneanruoskrazueit (cuHapom Jlyn-bap). Xponuue-
ckuii 3HAOOpOHXUT. XpOHHUECKHH KaTapaibHblii pHHHT.

D.82.9. HMMyHOAepHINT, CBA3AHHLIH CO 3HAIHTENbHbIM Acdex-
TOM, HEYTOTHEHHRLIH

XpoHuuyeckuii KOXHO-CIM3UCTHIH KaHAHAO3 XapaKTEpH3YEeTCH pelnM-
aupnpytomei undekuuel, Bo3OyAMTENAMU KOTOpPOH ABNAIOTCA KaHMMIbL.
Habmoaaercs nopakeHue KOXH M CIH3UCTHIX 06onouek. BonpHbie npenpac-
nonoxexnn K OaxkrepuanbHoMy HHpummposanuio. Jledekt nokanusyerca
npenmynrecTBeHHO B T-KieToYHOH cHCTEMe, CHHXXAaeTca ypoBeHb T-KkieTok,
cekpergs MIF (®IIMJI), BO3MOMXHO NPYyruX LHTOKHHOB, YTHETAeTCA WX OT-
BET Ha aHTHreHsl H MHTOreHs!. [lapannensHo HabAIOAAIOTCA NOAMIHAOKPH-
Homatuu (HaANMOYEYHUKOBas HEAOCTATOYHOCTH, caxapHelii Auaber, runona-
parupeo3 u [p.) C ayTOAaHTHTENIaMH K Jickapbokcunase rnyTaMHHOBOH KHCO-
Thl, uuTOXpoMy P-450, THPO3HH rHApOKCHIA3E H Ap.

Knunnueckuit npumep. b-nas A. 7 ner. JleRoyka OT 3A0pOBbIX pPOAM-
Teneii, uMeeT 3p0poBoro Opara 15 ner. Poaunack ot V 6epeMeHHOCTH, npo-
TekaBuleH ¢ TOKCHKO30M M YTPO30# NpephiBaHui, NpexaeBpeMetHbix (Ha 37-
i Hepene) 6LICTPEIX posoB. C NBYX MeECALIEB HA2 HCKYCCTBEHHOM BCKapMJH-
pauuu. Ilpusura BLDK, AJICM u nporuB nonuomuenuta. dusnyeckoe u
TICHXH4YECKOe pa3sBHTHE Ha |-M roay xusHH - 6e3 ocobGenHocTeit. C Bo3pacTta
1 r yacto Gosena OPBH. B 1 r 2 mec. u B Ir 10 Mec. noaBnanace pacnpo-
CTpaHeHHas Chillb Ha KOXe Tena, KoTopas Aepxanach Henean. Ha 2-m roay
WH3IHYU nepeHecna GPoHXHT (2 pa3a), apTo3HbI cToMaTHT, ruHrUBUT. C 3-X
JIeT OTMEYEHO HCYE3HOBEHHE Ce3 fPH nAade, MOABJEHHE HOCOBBIX KpO-
BOTEUEHHH, CKIIOHHOCTH K 3KxuMo3aM. TloaBuauch npu3HaK¥ OHMXOMHKO3a
Ha Horax, a K 6 r OblIM nopaxeHsl Bce HOrTH. B nocneaylowre roast Heoa-
HOKpaTHO mepeHocHaa 6poHxuTel, |1 pa3 - nHeeMonnio. B 3 r. 7 mec. Bnep-
Bble Obisi OTMEYEHBI CYAOPOTH, KOTOPbie MHOTOKPATHO MOBTOPANUCH B0 4-X
net. B 4 r BbIABIIEH THNONAPAaTHPEO3, HA3HAYEHBI NPENapaTel KanbUHA ¥ BH-
tamuHa JI. B mocnemytowue roapl, CynOpOr#s NOBTOPAIHCE pexe. C 6 ner -
HeyCTOHYMBBIA mepuoan4eckd oGecLiBEYEHHBIH CTyA, B3AYTHE KHBOTA, BA-
JIOCTb, C1aboOCTh, NOTEPA aANNETHTA, MOXyJaHue. B THKenoM cOCTOAHHH Obuta
rOCIATANM3UPOBAHA B 3HIOKPHHONOTHYECKOE OT/ICJICHHE, TA¢ YCTaHOBSMEH
NpeABapHUTENBHBIA AMArHO3: KaH AWA0-3HIOKPUHHLIA CHHAPOM.

B pe3synbTare KOMIIEKCHOrO KIMHHKO-IabopaTopHoro obcnenoBaHns
ObL1 yCTaHOBNIEH AHArHo3: XpOHUYECKHH KaHAHMO3 KOXKH U CAH3HCTHIX. Ay-
TOMMMYHHas NONHIHAOKPHHONATHA: ACKOMIICHCHPOBAHHLIH MHONapaTHpe-
03 (runokanbuMeMus, TETaHWA), CYOKOMIIEHCHPOBAaHHAA NEPBHUYHAA XPOHH-
Yyeckas HaJIOYeYHHKOBas HeIOCTaTOYHOCTh, cTpyMa Il ¢ HeAOCTATOUHOCTBIO
$yHxumM WUTOBKAHON kene3bl. Cunapom lllerpena: NoNMIK3OKPHHHAR He-
JOCTAaTOYHOCTE (KCEPOCTOMHUSA, kKcepodTanbMus, CHHAPOM CTYIIEHHA XKeJI4H).
CunapoM KanbUHH - 3aBUCHMOH TMMOKOAryfslHH KpOBH (CMOHTaHHBIH re-
MapTpo3 JIEBOr0 [OJIEHOCTONHOrO CyCTaBa, MHOMXECTBEHHbIE, SKXHMO3bI, HO-
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COBBIe KpOBOTeYeHHU). XpoHudeckuii GakTepHanbHbIf 3Hn06poHxHuT 11 cre-
nenu. [Ipoctoii repnec. JIEBOCTOpOHHSAS OCTpas HHXKHEAONEBas [THEBMOHUA,
TAXeENoe TeveHWe. BTOPHYHBIA CHHAPOM HapyIIEHHOr0 KHIIEYHOrO BCa-
chiBaHUA (MansabcopOUHH).

BosbHas noayyana amgorepuunH B, a 3aTeM HH30pal, aHTHOUOTHKH,
B/B MMMYHOTNIOOY/IMH, CHMIITOMAaTHYECKHE CPEACTBA - YaCTHYHOE Yiyuille-
HHE.

D.83. O6was BapuaGeqbHas HMMYHHasi HeXOCTATOYHOCTH
(OBHH).

D.83.0. O6wuuii Bapnabenapunlii nMMyHOReHUHT ¢ Npeobaaganu-
€M HeZ0CTAaTOMHOCTH B-Kierok.

O6uas sapuabenbHas HUMMYHHas HEZOCTAaTOYHOCTL - FETEPOTEHHbIH
CHHAPOM C MPEUMYIUECTBEHHBIM [TOPDKEHHEM [YMOPanbHOTO 3BEHa HMMY-
HuteTa (vacrota 1:50000-1:200000). Becrpewaercs y neteif, HO HHOTAa NPO-
aBaserca B 20-30 ner. Ilpemnonaralorcs MyTauuM reHa V3-23 B-
numdounTos. [Ina Hero xapakrepHo: HH3KHIi ypoBeHb IgG-antuTen wnn oHy
OTCYTCTBYIOT; NMM(QOLMTONEHUA, CHHIKEH YpOBEHb B-knerok, HHOraa oHH
OTCYTCTBYIOT, HapyuieHa nponudepauma T-knetok.

XapakTepHbl pauTHYHbIE KOMOMHaumH HemocratouHocth T- u B-
aumeouuTos, cHuxkeHo komuuectBo Tx, EK u yBenuueHo Tc; 4acTo noHu-
skeHbl ypoBHU 1gG (<3 r/n), IgA, IgM, dTo cOnmxkaeT CHHAPOM C HacAeacT-
BEHHO# runorammarnobynuHemueii,

KinHuKa: rHofHO-BOCNANHTENbHBIE H BUPYCHBIE HHOEKLIMH 6poHXOB,
JIErKHX, IOp-OpPraHoB, ry1a3; apTpHThl. YaCTo ONMHCHIBAETCA y JIETEH CTapuiero
BO3pacTa K B3pOC/bIX KaK BTOPHUHBIH ]| B COYETAHHH C ayTOMMMYHHBIMH
3a60J1eBaHUAMH.

D.83.1. O6wuii papnabenbHbiii HMMYHOACDHUHAT ¢ HpeobnanaHu-
€M HapylieHHH UMMYyHoperyasTopabix T-kiaeTok.

CD8" T-nuMdouuTOneHUs: Y 60bHBIX AETEH Pe3KO CHHNKEH YPOBEHb
uiu noutu orcytcteytor CD8" T-numdountst. Yposens CD3" T- u CD4™ T-
auMpouuToB HopManbHBIH, B-THMOOUHTOB - TOXE, WJIH - TOBBIUEH, HO
CHMXKEHa KOHUEHTpalus WMMYHOrnoOynuHos. IlpuunHa — nedekt B reHe
ZAP-70 He-src cemeiicTBa NPOTEHH THPO3UHKHHA3, NOKAIN30BaHHOrO B
2ql2.

KnuHu4eckn: penpOUBHPYIOILIME, Yacto CMepTelbHbIe WH(EeKIMH Y
eTeH.

Hebuuur akruBaumy T-TMMQOLMTOB: NMPH HOPMAILHOM YPOBHE Kite-
TOK ¢ peHoTHIOM T-THMPOLMTOB OTCYTCTBYET HX Nponudepals WiIH 1po-
MYKUKUSA UMTOKUHOB I10CIIe CTHMYAALMHM MHTOTCHaMU U aHTHT€HaMH, WM aK-
THBaTopamu T-kierounoro peuentopa (TCR). Ilpeanonaraercs nedexT cur-
HAIIOB TPaHCIYKLHMH OT 3TOrO peuenTopa BHYTph Kjetkd. ITo KnuHUKe 3TOT
U] HanomuHaeT Apyrue aedextsl T-kaeTok.
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D.83.2. OBMH c aytoanTurenamu k T- nin B-knerkam; asasercs
ckopee BropuyHbiM UL,

D.84. Hpyrne HMMYHOAePHUHTHI

D.84.0. Hdedext c¢yHKuHOHANBLHOIO aHTHrena-1 JuMQpouUATOB
(LFA-1, CDHa/CD18). HeaoctarouHOCTe 3TOi MOJEKYJBI aIre3uvH
(CD11a/CD18) numM¢bOUMTOB, BefeT K HAPYUIEHHUIO aKTHBHOCTH NHMQOLH-
TOB, IPYrHX JeiKOLUTOB, HX B3auMoneicTeuio (cM. LAD-1 cunapom).

D.84.8. Ipyrue yTouHeHHbIC H IHTOKHHOBbIe HMMYHORE(DHUHTDI.

Konuyectso uaeHTHduuupoBaHHbiX MJI MOCTOSHHO YBEH4HBAETCH.
Pasmuuaror nedexTh! reHOB, OTBETCTBEHHBIX 33 CHHTE3 LIHTOKHHOB, peuern-
TOPOB, CBA3BIBAIOILMX UX, CUCTEM, NTEPENAIOUINX BHYTPHKIETOMHBIE CHIHAb!
OT PeLENnTOpOB.

Kpome Toro, uMMyHoaebHUUHTb MOTYT GbITE CBA3AHBI C MOMUMOPH3-
MOM I'€HOB peLeNTOpoB BpoxaeHHOro uMmmyHurera (TLR u ap.) LHTOKHHOB
Y Pa3HBIX UHOUBHAOB, OOYCNOBNEHHBIM 3aMEHOH eIMHMYHBIX HYKNECOTHAOB,
NPHBOAAIIEH K CHH)KEHUIO UM YBEJIMUCHHIO MPOAYKUHH COOTBETCTBYIOWINX
pELenTOpOB ¥ UMTOKMHOB. BO3AEHCTBHA pa3iM4HBIX areHTOB B TAKHX CH-
TyauusX MPHBOAAT K NMATOJNOrMHECKOMY MOBBIHIEHHIO MIH CHIKEHHIO HX
ypoBHs. Hu3kuii ypoBeHb MPOJYKHMU UMTOKHHOB, TakKe KaK M BBICOKWH,
npu BosaekcTeuu JITIC (3HDOTOKCHHA) MOXKET ObITh MPUYMHON Pa3BHTUA
cencuca, ocobeHHO MpH HAMHYMK auiens 2, OTBETCTBEHHOTO 3a BBICOKMIi
ypoBeHb peuenTopHoro aHtaronucra WJI-1.

Hamu [Hosukosa B.H., 1985] o6cnepoBaH peGeHOK ¢ HapyiieHHEM
MIF (DIIMJI)-o6pasytoweit criocobHocTH T-nuMpouuros. Hecmotpa Ha
DOCTaTOYHOE KoauuecTBo T- v B-muMdoLHUTOB H HMMYHOrIOOYJIHHOB, Y pe-
6enka (I mec.) PIIMJI He oGpazoBbIBANICS, ¥ OTCYTCTBOBaNaA peakuua Ha MU-
TOrEHbI, YTO MOrNO OBITE 06YCIIOBIEHO BPOXKIEHHBIM AeduMTOM BbIpabOT-
ku MeauatopoB ITU3T. 10T uMMyHOAeDUUMT BI3BaN HHPEKIMOHHDIH PO~
uecc, NpH KOTOPOM YCJIOBHO-NAaTOreHHas MUKpodnopa mpusena K pacruiaB-
JIEHHIO M HEKPO3y TkaHel, ONBHOH yMep OT ASCTPYKTHBHOM MHEBMOHUH.

H3eecTHb annenu reda npomorepa GPHOa ¢ 3aMeroil HykileoTHAOB B
nojoxeHu# -308 (G-A), uTo Beaer k ysenuyeHuto npoxykuuu GHOa B 2-5
pa3 k YyBCTBUTEIBHOCTH K CEIICUCY, TOrAa Kak B MojJokeHHH -238A - k ero
CHIKEHMIO B 2-3 pa3a 10 OTHOWICHHIO K HOPMe.

Myrauus rena cyOpemunuust p55 peuentopa ®HO (TNFRSF1A)
MPHBOAMT K HapyuwleHuio cea3biBanus ®HO, NOBBILIEHUIO ero YPOBHS, JIH-
xopazke, aptputam, koHbroHKTHBHTaM (TNF receptor-associated syndrome
— TRAPS).

Onmucannl aedextsl MJI-2 u WII-2-peuentopa. Jeduuut WI-2 npore-
KaeT KaKk KOMOMHMPOBaHHBIH CO CHW)KEHUEM KOHLEHTpalHu UMMYyHOrnoby-
JMHOB U YrHeTeHHeM nponudepamuu mimbountos [Wernberg K., 1990], no-
GaBnenue B KynbTypy 3k3oreHsoro WJI-2 BoccTaHarmBaeT nponudepaiiio
Xotrs HJI-2 ofnajaer cpoICTBOM K OTHOCHTEIbHO HEMHOTMM KJIETKaM,
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umerouM K Hemy penentopet (T-numdounTsl, B-mamdoumrer, NK-kneTk,
MOHOUMTEI), NeiEKTHI €ro reHOB COMPOBOKAAIOTCA HE TONBKO YrHETEHHEM
nponudepaiyu U anontTo3oM T-THMGOLUHTOB, HO H FEeMOJIMTHYECKOH aHeMH-
e#i, nopoimenneM yposHa 1gGl u IgE, XpOHHYECKHM 3HTEPOKOIMTOM H ApY-
rumH a¢gdexramu. Eme pasHooOpastee NposBICHUA IEHOB Nienel ero peren-
TOpa: NpM MYTalMsAX reHa p-uend pa3sBHBAIOTCA ayTOMMMYyHHBIE GOME3HH;
«HOKAYT» FeHa y-llenu, obieH A ApYrHX HMTOKMHOB, BHIBIBACT TAXENLIH
KOMOHUHHMPOBAHHBIN HMMYHONEDHLHT.

Myramus UII2Ra (CD25) conpoBoXAanach MHEBMOHUAMM, KaHANAO-
30M, FACTPOIHTEPHTOM, JIuMPoaneHonaTHeH H HU3KAM ypoBHeM IgA.

Jeduumt penermpmn T-6nacramu MJI-1 y ManeyHka couerancs ¢ oTH-
TOM ¥ [THEBMOHHAMH. YYHUTHIBAA MHOXECTBO AJLUICNBHBIX BapHaHTOB I'EHOB
BCEX HHTOKHHOB M HX PELENTOPOB, koTopsie onpeaenmior 10-kpatHsie MHAM-
BUAYyaNbHbIE PAa3HYUA B NMPOAYKUMH UWTOKHHOB M COOTBETCTBYIOHIMX pe-
uenrropoB (Konenxos B.H., 2003), BepoATHOCTb BOSHHKHOBEHHA WX pa3iAy-
HBIX NATONOTHYECKHX KOMOMHALMIT - KaK C BBICOKMMHU, TaK H C HU3KHM YPOB-
HEM aKTWBHOCTH 4pesBblyaiito Benuka. [lostoMy He Menee 10-15% mioneit
VIMEIOT MeHETHYECKYIO MpeapacnonokeHHocTk k U1, u xota He y Bcex BO3-
Hukaet nepsuunad UJIb, Ho mMoxet 6biTh - BTOpHuHas. CnenoBarensHo, B
OCHOBE MHOTHX KaK NepBUYHBbIX Tak H eTopryHbix H/Ib nexur renerudeckas
NpepacnoyioKeHHOCTh HHAHBHAYYMA K HX Pa3BHUTHIO, OCOOEHHO MOj BIHA-
HHEeM MHHOPHBIX BO3ACHCTBUH.

JedbHUMTEl CHCTEMbl XEMOKMHOB CBA3aHbl ¢ MYTAlUHMAMH HX TE€HOB.
MyTauuu reHa peuentopa xemokuHoB CXCR4, B3auMONEHCTBYIOIIETO ¢
aneqom ceMebicrea CXC xemokuuoB SDF-1 (stromal cell-derived factor,
CXCL12) npMBOAMT K YTHETCHHIO MUTPALMH JICHKOLIWTOB H3 KOCTHOTO MO3-
ra. PazsuBaerca neiikoneHus, rUNOraMMarioOynHHEMHs, CHHIKAETCA KOJM-
4eCTBO NPEALIECTBEHHHKOB T-KJeTOK, B-kieTok namsatd. ¥V pered HaGmo-
JAIOTCA XpOHHUecKHe OakTepuanbHble HHOEKIH, BUPYCHBIA MANHAIOMATO3
KoXH, B-mumdomsL.

TloBbileHHas BOCIIPUHMMYHBOCTE K MH(EKLHH BCTPEYACTCH B CBA3H C
YMEHBIIEHUEM aJIre3HBHBIX CBOHCTB NEHKOUMTOB, NCPEKTOM IKCIPECCHH
NOBEPXHOCTHBIX MeMOpaHHBIX OenkoB - MHTerpuHOB (B yactHocTH, LFA-1
ynu CD11), oTBETCTBEHHBIX 32 MEXIJIETOUHbIE B3aUMOALHCTBHS.

Mpu numdonponudepaTHBHRIX CHHAPOMaX Ha NUMEOLMTaX BCTpeua-
erca neduuut Fas (CD95) petienTopa MM €ro JIMraHzia, U3-3a Yero HapyneH
anormnos. ’

Berpeuarorcs mytauuu CD3y nenm co cHmkeHHO# akcnpeccuein CD3
Kxomrexca Ha T-numbonuTax.

JAeduuntsr paronuros

H3BeCTHHI MHOTOUYHCIIEHHBIE KOJMYECTBEHHbIE H (YHKIIMOHAILHbIE
nedexTsl MONH- ¥ MOHOHYKJICAPHBIX (MOHOLUTHI, Makpodard) ¢arouuTos,
KOTOpPbie MOYKHO OOBEIMHHTE B 4 TPYTIIBL
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- HENOCTaTOYHAaA AKTHBHOCTb (epMeHTOB (ParouMTOB NposABIAETCA
CHIXKEHHEM OaKTepHUMAHON aKTHBHOCTH (HEAOCTATOYHOCTh MHEMOMEPOKCH-
na3et, HAJI®-H-okcupassl, pepMeHTOB rekco3oMoHodochaTHOro wyHTa M
obpa3oBaHus nepeKucy BOAOPOAa).

- HAapyLUICHHE CIIOHTAHHOR M HHIXYHHPOBAHHOH MOABHXKHOCTH (XeMO-
Takcuca) daroumrToB, 06ycnoBneHHoe AedexkTaMH CTPYKTYPhI COKpaTHTENb-
HEIX OeNKOB(aKTHH) MIIM CTPYKTYP, BOCIPHHHMAIOWINX H PEATHU3YIOMIHX Xe-
MOTAaKCHYECKHE CHTHABI.

- nedeKkThl B CTPYKTYpE MeMOpaH KJIETOK, HEAOCTATOYHAA IKCIIPEccHs
Ha Hux monekyn aaresun CDI11/CD18; peuentopoB A C3-KOMNOHEHTOB
KOMIUIEMEHTA, pellenTopoB Wia Fc-¢parMeHToB HMMYHOMIOGYIMHOB M M-
TOKMHOB.

- HEMOCTaTOYHOCTh (aKTOPOB ChIBOPOTKH KPOBH, HEOOXOAMMBIX AJIA
HopManbHOH QyHKUHH arouuToB (ONCOHHIIBI, XEMOTaKCHUECKHE HaKTOPbI).

Ecnu nepeble TpM rpynmet - 310 gedekTbl caMHx (GarouuTos, TO MO-
CJIEOHAs rpyrna oOycJioBlieHa HENOCTATOYHOCTBIO BCMOMOTATENbHBIX (ak-
TopoB (Tabnuua 10.1). Onucano coueranue gedexTa IKCNPECCHN HA MOHO-
uurax peuentopos aia 1gG u C3b, medekra dparoumrosa, HLA-DR anTure-
HOB Y Ae(HuMTA LIMTOCKENETHOr0 BUMEHTHHA C OTPHUATENBHBIMU fipoGaMu
ITY3T, 4To conpoBOXAANOCH PELHAMBUPYIOLIEH AKXOpanko# K WH}ekLHeH
cnu3ucThix obonouex u koxH. H3ecren nepuunr FeyRIIb peuentopa u aH-
TreHoB NAl u NA2 y marepu ¢ ayTOoMMMYHHO#H Heit-tponenueit (CD16) y
pebeHka.

XpoHHueckas rpaHyiemaro3nas GonesHp ofycnossena nedexTamu
rpynmnel FeHOB M XapaKTepU3YeTCA TEM, YTO MOIHHYKIIeaphl cnocobHbl K ¢a-
TOLMTO3Y, HO HE MepeBapHBaIOT MOIJIOEHHbIE KaTala3ono3UTHBHbIE MUK~
pobbl (cTapuaokOKkH, aHaspobel). B ocHOBe 3TOro mpotecca AeXar MyTa-
UMM B XpOMOCOMHBIX JOKycax 1q25, 7ql1.23, 16q24, Xp2l.1 u nedext
HAJI® H-okcupasei, karanusupymroiuii npespauwiehde O, B CynepoxkcHA-~
aHnoH O,, HeoOxoaUMBIH ANA NpoABIEHUA 6GaKTepHUHAHON akKTHBHOCTH Heli-
TpoduIoB. AKTHBHAsA OKCHAA3a COCTOHT M3 ABYX MeMOpanHbIX (gp91 v p22-
phox) ¥ aByx uutonasmMaruueckux (p47- phox u p67-phox) cy6reaunuu. B
70% cayyae Bcrpevaerca aepuuut gp91- phox (X-cuemnennsiit), B 20%
nedexts! p47 u B 5% - p22 (ayTocoMHO-peueccHBHbIe). B darountax nepcu-
CTUPYIOT KaTaJla30I0NIOKHTENbHbIE CTaQUNOKOKKH, KneGcuen:ibl, CalibMo-
HeJEl, KulleyHas najnoyka, rpube (Jlambaesa u ap., 2002).

Knunuka: yxe Ha 1-4 roxy *H3HH y AeTed BOZHHKAIOT 3K3eMaTO3HbII
JepMaTHT, FHOMHBIE NOPWKEHUA KOXKH, abCLecchl B pa3fiMYHbIX OpraHax, re-
narocIeHoMeranus, JTMMPaneHHThl, OPOHXONHEBMOHUHN, NEPMAaTHTHI, AHa-
pes U Ap.; npucoenuHaeTca rpubkoBas HHGEKLMs.

JlabopaTOpHEIMK AHArHOCTHYECKHMM KPHTEPUAMH CAYXAT: OTCYTCTBHE HIH
pe3Koe YrHeTeHHe KUIWHra (ParouuTHPOBaHHBIX GakTepuii u rpu6os, oTpu-
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narenshbie H cHkeHHele HCT-tect, xemmuioMuHecneHuus nocne garoum-
TO3a 94CTHIL 3MMO3aHA HITH JIATEKCA M XeMOTAKCHUC HEHTPOPUIOB.

JleucHue: mnocTOAHHAA aHTHOAKTEpHanbHad, NpPOTUBOrpuOKOBas U
cuMrTomMarHueckas Tepanus, HOH-y, nefikounTapHas Macca, nepecajika Ko-
CTHOrO MO3Ta, NOJHOKCHAOHHH CTHMYJHPOBal KHJUIMHI CTaHIOKOKKOB y
Takux 6onsHbX (JlamGaesa u np., 2002).

Tabmuna 10.1. Ileppuunbie xedexTsl PYHKUHH daronuTos

IMaronorus Oynxuponans- | [To- | Hedextuniit | Hacne | Comyrcrayio-
MBI nedexr pa- | MexaHm3M nosa- | musi npu3Rax
HEH- HUe
Hble
KReT
KM
Xpomiryecku#t rpa- | Yauaroxenme | HM | BeipaGortka AP, X | Boayamka y mMa-
HYJIEMATO3 bakrepni cymepokcuaa Tepei
KHc/iopoaa
Heaoctrarounocrs | Toxe HM | Toxe AP _
MHENOMEPOKCHAA3hE
Bonesns Yenuaka- | [Tepensmwxenune { HM | Jimocomans- | ? HsmeneHue OkK-
Xuracu H  YHUYTOXC- HBIE IPaRYNLI pacKk¥  BOJOC,
Hue Oaxrepuit rpauynsi B ¢a-
rouMTax .
Hemocrarounocrs | [Nepenswoxenue | H Tlonumepwusa- | AP -
CBS3bIBAHHA aKTHHA LiMA aKTHHA
Cunmpom  Illsex- | To xe H ? AP Hapyweune
MaHa byukuvn  non-
KeTyBoIHoI
Kenebl
Henocrarowsocts | Agresusn, xe- | HM | CD11/CD18 | AP -
Aresuu MOTAKCHC

Ipumeuanne: H - Hefirpobnnn, M - makpodaru, AP - ayrocomHo-permccuBHoe, X -
CHCIUICHHOE.

HegocratoynocTs rinoko3o-6-gocdar-aernaporenasnl BeeT K Ha-
PYIWEHHIO KHIUTHHIa MHKPOOOB M pa3sBHTHIO KIIMHHMKH XPOHHYECKOTO IpaHy-
JIeMaTo3a B COYETaHHH C FeMONMTHYECKOH anemuel u3-3a Aedpuuurta ¢ep-
MEHTa B 3pHTpoLMTax. JIHarHo3 OCHOBBIBAETCH Ha HENOCTATOUHOCTH (dep-
MEHTa U KWITUHTa OakTepuit 1 rpuboB (kaHmnaa).

HezocraroyHocTs MHeONEpOKCH a3kl GpepMeHTa a3ypodHNbHBIX Ipa-
Hyn HeiiTpoduioB H MoHouHMTOB (4acroTa 1:4000) ofycnoBneHa Myrtaumedi
ee rena; ocnabnserca KWUIMHIT MHKPOOORB, 4TO mpempacroiaraer K KaHau-
A03HOH M CTADHIIOKOKKOBOH HHPEKLUAM.

Cunapom Yeamnaxa-Xuracy - ayroCOMHO-pELMCCHBHOE 3afo/eBanue,
0o6GycnoBieHHOE MyTalMeii reHa repeMeIeH s JM30CoM B fokyce 1g42-q44,
4TO MpUBOAUT K Hapyiuenuio LYST (lysosomai traffiling regulator) u noss-
JIGHHIO THIaHTCKUX TpaHyN; KIMHHYECKH XapakTepHU3yACR MNOBBIEHHOM
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YYBCTBUTENBHOCTBIO K THOHHOA M BUPYCHOR HH(peEKIMHU U ocnabieHHeM OK-
packu BOJOC, KOXKH M Paly>XKH r1a3. 3 muToinasMe HelTpodHIoB H MaKpo-
¢aros, TPOMEOLMTOB, MENAHOLMTOB, IeNATOLMTAX, 3MMTEAUM NOYEK U AP,
MOABJIAIOTCH a3ypoPpHibHbIE FHFAHTCKHE TPaHyJibl, 00pa3ylOIHecH BCISACT-
BHE CIIHAHHA UHMTOMNA3MATHYECKHX rpaHya. B neHtpoduiax onu coaepxar
MHenonepoxcuaasy. OnMHOBpeMeHHO HabMOJAIOTCA MATONOrHUYecKas arpera-
LA MEIZHOCOM B MEAIAHOLIMTAX U, KaK CHEACTBHE, anbOMHH3M. TToBbIIEHHAsA
NPEAPacONOKEHHOCTh K HHPEKLMN OOBICHAETCA HapyLieHWeM MpoLecca
NOCTYIUIEHHA MHENONepOKCHAA3Hl B BAKyOJIH M CnabrIM OTBeTOM HeliTpodu-
JIOB Ha XEMOTAKCHYECKHE CTHMYSIBL.

JMarHocTHka: BhIABJAEHHE THFaHTCKMX IpaHyn B HelTpodmnax upu
oKpacke Ha MHUENIONEPOKCHAA3Y; HapyIleHue KWUIMHra GakrepHii, xapakrep-
Hai KIMHHKA — TrenaToCniAcHOMeranus, anbOHHU3IM KOXH, BOJIOC, a3,
nuMboaneHonaTus, OPOHXHTHI, MTHEBMOHHHM, abCIECCH B KOXE M KJIET4aTKe,
tdorTodobua, 4acTo peTHKYAApHbie 3noKauecTBeHHble numdomsl. IMopas-
naowan yacTe Sonbasx noruGaer mo 7 ner. IlpeHatanbHas AMArHOCTMKA
BO3MOXHAZ CO 2-TO TpuMecTpa GepeMeHHOCTH: B KIIETKaX aMHHOHA, XOPHOHA,
NefikouuTax BoIABIAIOTCA (ocdarasa - NONOKHUTENbHBIE KPYTIHBIE TA30COMbI.

Jleuenue: nmone3ns! Boicokue N03bi BUTaMuua C (500 mr/cytku - aeram,
1o 2000 Mr/cyTkH - B3pOCHbIM), YCHAMBAIOMIME KH/UIMHT GaKTepHii, B THKE~
JIBIX CHTYyYasX - CILIEH3KTOMMA, Nepecaka KOCTHOrO Mo3ra.

Hedexr GpyHKUMM aKTHHA B HeHTpodHiax oOyCIOBIEH OTCYTCTBHEM
€ro NOJMMEPU3aLHyY B BOJOKOHUAX, B CBA3H C YEM HapyUIaeTCH HX MUIpauus
B OYar BOCHaIeHUS M OTBET Ha XEMOTAKCHUYECKHE CUTHATBI.

Hednanar aaresuu aeiikouuros, LAD (Leucocyte Adhesion
Deficiency) - HacnencTBeRHoe 3a6oneBalue, nepenatolteecs MO ayTOCOMHO-
PELHCCHBHOMY THITy 06yC/I0BISHO HapyIieHHeM SKCIIPECCHH Ha JIeAKouMTax
Monexyn agreaud - CD11/CD18 LAD-I u3-za gedexra rena B JAOKyCe
21q22.3. Onucano mMenee 100 ciryyaes 3TOr0 cCHApPOMA.

CD18 cny:uT f; Lierbio MHOTHX MHTErpHHOB, HMEIOLIMXCA Ha JIeHKo-
uuTtax, B ToM uucne LFA-1 (CD11«/CD18), npucyrcreyiomero Ha T-
numbounTax U Helitpodunax, MoHolMTax, CD11b/CD18 (MAC-1), asasio-
werocs peuentopoM jmas  ic3b (CR3) ¢parmenra koMmmieMeHTa M
CD11¢/CD18. Ilpu LAD-1 u3-3a orcytcteua CD18, LFA-1, MAC-1 napy-
LaeTcs B3auMoelicTBHE NeHKOLMTOB ¢ IPYFHMH KII€TKaMu, HeHTPoQHIEl He
CBA3BIBAIOTCA C KJIETKAMH SHAOTENMUS ¥ He MUTPHPYIOT B TKaHH B OTBET Ha
XeMOTAKCHYECKHe CTHMYNBI, He B3auMonefcTByloT ¢ MHKpoOamm, no-
KPBITHIMHM KOMITTIEMEHTOM.

CunnpoM LAD-II xauMHHYecKkH cxofeH, HO ye Ha 3unotesMn ner CD
15s-nuranaa, ¢ koTopbiM cBasbiBaloTcs CD62 P, E, L-cenexkTHHE! darouMToB
Ha 3Tale «KavyasuA» (POIUIMHY) Tiepe] NMpUKpeIUieHHeM K sHaoTenumto. T1po-

TEKaeT JIET4Ye, HO € 3aJePIKKOR YMCTBEHHOro 4 (PU3HIECKOro pasBHUTHA pe-
6eHKa.
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Pasnuyalor TAKENOEe H CPEAHETAKENOC TEUCHHE B 3ABHCHMOCTH OT
CrenieHM HapylleHH# aare3nn. PasBHBaloTCs HHOEKIMOHHBIE MOPAKCHMA
KOXKH M CIH3HCTBIX 060J109eK, BO3HUKAIOT HE3DKHBAIOIME A3BH 1Py ciaboM
obpasosarmmu rHos. Y nmereil - peLHAMBHI MIHOTCHHBIX MHPEKUMI C HEPBBIX
HEHENb KU3HH, OMMANHT, CHHYCHTHI, THOAEPMHM, TPaxeODPOHXUTH, NHEB-
MOHMH, CENTHLIEMHA. .

JuarHocTuka: oTcyrcTBHe MM cnaban (3-10% wopMH) 3kcnpeccHs
CD11b -27% (nopma - 72%), CD18 - 22% (Hopma - 85%), KOAMYECTBO HEH-
Tpo(dHNOB B KPOBH pe3ko yBeanueHo (B 5-10 pas), HapymeH uX XeMOTAKCHC,
HO He xkunrHT. OueHKa ajre3un Ha ruacTvke - npuunaoT 13% uelirpodu-
noB (B Hopme 30-90%). Ilpu LAD-II orcyrcrayer axcnipeccus CD1Ss (Hop-
ma - 70%).

Jleuenne: aHTuGaKTepHanbHAA Tepanus, CTHMYJATOPH XEMOTAKCHCA,
JIeHKOLMTApHAY Macca, TPAHCIIAHTALHA KOCTHONO MO3Ta; TeHHas Tepanu.

ArpaHyniounToss! M HelTponenuu. JlelkoneHmn - CHMXEHUE YPOBHA
JNEHKOLIMTOB KPOBH, OOBIMHO HEHTPOPHUNOB, HEPEAKO C MOABNEHHEM IOHBIX
kierok. [To creneHd CHIKEHHA WX YPOBHs Pa3IHYaloT: EpBajd CTEHeHb -
ueiitpodunos Gonee 1,0x10%n; sropas - 0,5-1,0x10°/n; Tpersa - 0,1-
0,5x10%n; uersepras < 0,1x10%n. Jlerkue HEATPONICHAN MOIYT KIHHHIECKH
He NpoABMATECA. CpemHETAKENbIe U TAXENbIE, KaK NPaBMIIo, CHYXAaT MpHIK-
Ho#t U] u conpoBoxaatoTcs 6akTepHaNbHLIMM U rPHOKOBLIMH HHPEKUMAMEA.
ArpaHylonMTo3 - [10JIHOE OTCYTCTBHE I'PaHYNOLMTOB B KPOBH, 4aCTO COMpO-
BOXJAET TAKENBIE HEHTPOMEHHH.

IlpuunHaMu npUOOpeTEHHbIX JERKOfleHHA CITYKAT: TOKCHYECKHe
areHTH (XHMHYECKHEe BeLeCTBa, panHauna H Ap.); IeKapCTBeHHbIE Npernapa-
TBl; ayTOAIEPrUYECKHE peaKiuy; BUPYCHble HHOEKUHH; OnyXoNu; ronona-
HHe.

Bpoxaennsle Helitponienuu (Hefitpoduaos mexee 0,3x10%/x) moryr
OBITH OCHOBOW pa3sBMTH® HEZOCTATOMHOCTH yHKUME HeRTpoduiIOoB, BEmy-
wel kK cTapunoOKOKKOBOH HHekuum U ruGenu merteif. Ilpu uHpaHTUALHOM
NETaNbHOM arpary/MOUMTO3C KOJHYECTBO HEATPOOHIIOB pe3KO YMEHBLIIEHO
WM OHHU Boob1Le OTCyTCTBYIOT (Anexcees H.A ., 2002).

BpoxxaeHHbie HEHTPOTIGHHH - rpyrina 3a6oneBanuii, pa3BUBalOMMXCA B
paHHEeM ICTCKOM BO3pAacTe M HE CBA3AHHAA C H3BECTHEIMM NPHYMHAMY H 3a-
GoneBauyAMU, B TOM 4YHClE ¢ ayToannepruel. HinkHue HopManbHbie JHar-
HOCTHYeCKHe YPOBHHM aOCONIOTHOrO KOMH4YeCTBa HEHTPOGMIOB B KPOBH CO-
cTaBnmor: 1-1 Hexens »xm3Hu -1,8x10%/n, Bo3pact Ao 1 roma- 1x10°/n, crap-
we 1 ropa- 1,5x10°/n. X cHwxenwe ykasbiBaer Ha HelitponesHio. Tlpu
ypoBHe Helitpodunop Menee 0,5x10°/n dacTora uHeKIpH pe3ko yBeTUdH-
BAETCH.

Hndexuun xoxku n Tkaueld (abcueccsl, GypyHKyin:, cenTuueMmust)
BO3HHMKAIOT NpH TsxeNsX HelrponeHuax. IIpeobnanatomias ¢pnopa B owarax
MOPpaXKEeHMs - CTaQUIOKOKKM, KUIIEHHass U CHHErHOMKas ManouKH.
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BpoxaeHHBI# arpaHynsouMTos, THOKenad BPOXKAEHHAs HEWTPOTICHHSA
(cuunpom KoctmanHa) ofyciosnensl nedekraMH reHOB, OTBETCTBEHHBIX 3a
NPOLYKUHIO IpaHyNoOUuMTapHOro KONOHMeCTHMYyNMpyoomero dakropa (I'-
KC®) u conposoxaaerca crofikoit nefitponenueii (<0,5x10° wn ueirpodu-
JIOB B KPOBH), YTHETEHHEM CO3pEBaHHA HENTPOHIOB B KOCTHOM MO3Te Ha
CTaJHX NPOMHENIOUHTR, pa3BHTHEM TAXKeNblX OakTepHanbHbIX HHGEKLMH.
JnarHo3 ocHOBBIBAETCH Ha aHaMHe3e, KIHHHKe, YPOoBHe HedTpodunos. Jle-
yeHHe: pekoMOuHaHTHBIH [-KC® (G-CSF) — ¢unrpactum, Heinoren (3-60
MKI/KI) YBESMYHBAET YPOBeHb HEHTPO(HNOB B KPOBH, @ IPaHyJOLMTApPHO-
makpodaraneHblit (GM-CSF) - ne abdexrusen. Ilpu orcyrcrBum 3¢ddekxra
ot I'-KC® pexoMmeHayetca nepecaska COBMECTHMOro KOCTHOIO MO3ra.

Luxnydeckas HEHTPONIEHHA XapaKTepH3yeTCs NEpPUOIMYEecKHM naje-
HueM ypoBHa (10 <0,2x10° /1) HeliTpoduios (depes kaxbie 3 Henelu) B Te-
yenne 3—10 gHed, YTO CONPOBOXKAAETCH AUXOPAAKOH, TMMboaaEHOTIATHENH,
CTOMaTHTOM, GaxkTepHanbHsIMH MHGEKUMAMU. Bo3HHKaeT yallie Ha NMEPBOM
FORY >KHU3HH, HO MOXET OBITH U Y B3POCTBIX ¥ CONPOBOXKAAETCSA KIOHANBHOH
nponudepauuedi CDS56" - 6onpunx rpaHyaspHbix JuMGOLUUTOB. IIpUMeHAIOT
kopTHkocTeporasl, [-KC®.

ANNOMMMYHHBIE HEOHATANbHbIC HEHTPONEHWH BO3HHKAIOT Yy HOBOPO-
XKIOEHHbIX MHOIOPOXKAaBLIUX MaTepei NPH HECOBMECTHMOCTH aHTHICHOB Hel-
Tpodunos, ocobeHno npu orcyrcTBHH y Matepd NA-1 u NA-2 autHrenos
Heittpodunos (NA -— Hynb (eHOTHM), Ha KOTOphIX Jokanusyercs FoyRIlIb
(CD16) - HuzkoadpuHubli peuenTop ans IgG. Marepunckune IgG-anTurena
TIPOHHKAIOT Yepe3 [11aLeHTY H BbI3BIBAIOT HelTponeHnio y peberka no 6 mec.
Beenenue [-KC® ymenbiuaer sxcnpeccuio NAl 1 NA2 aHTHUreHoB u ro-
BBIIIEET KOMHYECTBO HeTpodHNO0B.

Moayasiuuu ypoBHsi HeHiTpouaoB B KpoBH

HMMyHoAaedHUMTE CONPOBOXKIAIOTCA KAaK CHHIKEHHEM, TaK H YBE/H-
yeHHeM YPOBHA HEHTPO(HIOB B KPOBH, 4TO OGBIYHO COOTBETCTBYET AEiKO-
neHHd MM neiikouuToly. Hefitpodunsl BHICOKOUYBCTBHTEABHB K pazmHd-
HBIM MHOEKUMOHHBIM M HeMHODEKLMOHHBIM BO3NECHCTBAAM HA OPraHH3M, KO-
TOpbI€ 4allle IPHBOAAT K NOBBILIEHHIO HX YPOBHA B KPOBH H aKTHBauuu. Pa3-
JHYAloT PU3MONOTrHYecKUit H naronoruyeckuit Heltrpoduies. duznonorH-
qeckuit HabmonaeTca npy gH3nYeckoil Harpyske, pueMe NUEmH, mipu Gepe-
MeHHOCTH. OH He COTPOBOXKAAETCS H3MEHEHWEeM CBOMCTB Myna HeHTpodu-
n0B B GOpPMHPYETCA B OCHOBHOM 33 CYET NPHCTEHOYHOrO MyJjia Hek-
Tpodunos, KOTOpbIE AAre3UPOBaHbl K SHAOTENNIO COCYAOB 3a CUeT MHTErPH-
HoB (CD18/CD11 a, b, ¢) u L-cenexkTHHOB.

ToBblleHHe B KPOBH YPOBHs HefiTpoduios - Beiitpodunua (neitrpo-
dunnes) vabmonaerca npu JO60M BOCNANMTENBHOM MPOLIECCE H OTPAKAET
ero Taxects. [Io nMHaMuKe YpOBHS HEHTPOPUIOB MOXKHO CY/HTH O MIPOrHO-
3¢ 3aGonepanna. Enie 6osplee KNHHNUECKOE 3HaYEHUE HMEET CTENEHb Aug-
¢depeHUMpOoBKH HEHTPODHUIOB B pAXy: IOHBIE - MANOYKOAAEPHHIE - CErMEH~
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TosaepHble. [loAB/icHHE B KPOBH I0HBIX, KOTOPbIE B HOPME HE BCTPEHAlOTCA,
yKa3blBaeT Ha TAXenblif NpPOHECC W HCTOLUIEHHe KOCTHOro Mo3ra. «CHBHr
BJIeBO» B QOPMYJIE KPOBH HEGMaronpHATHeIA NPH3HAK, KOTOPbIH MOXET [po-
FHO3MPOBATBCA MO HAPACTaHHIO YPOBHA MajOYKOANEPHBIX HEHTPO(DHIOB K
cerMeHTosJepHbIM (B Hopme 1:15-1:30); nosBieHHe B HUX NaTONIOrH4ECKOH
3ePHUCTOCTH TaKxke HebnaronpHATHEIH MpU3HaK.

HepoctaTo4HOCTH KOMIJIEMEHTa H APYIrHX (PaKTOPOB BPOXKICHHO-

ro ummyunrera (D.84.1.)

HexocratoyHocTs 06010 KOMIMOHEHTA CHCTEMB! KOMTLIEMEHTA MPH-
BOOMT K pa3idyHbIM 3abonepanuam (tabnuua 10.2). HexoTopeie rexs! cuc-
TEMbl KOMIIEMEHTA JIOKAIM30BaHbl B 6-f XpOMOCOME H aCCOLMHPOBaHBI C
reHaMd HLA-cHcTeMbl (r1aBHBIM KOMIUIEKCOM THCTOCOBMECTHMOCTH). [le-
¢éuuut Clq conpoBoxnaercs runorammaraobynunemueii, CKB-cHHIpOMOM,
CHUCTEMHBIM BAaCKYAHTOM, peuvauBHpyloltieli vHdekumeh (cenTHLEeMus, Me-
HUHrUT); a Clr - uHdekuusamu, rnoMepyHeQpUTOM C OTIIOKEHHEM B Me3aH-
ruyme nodek IgM u C3b, HekpozoM koxu, CKB-cHHApOMOM.

Tabmuua 10.2. Jeduuutel CHCTEMbI KOMILIEMEHTA YeN0BEKA

Aeduunr dpakropa | Ha- | Cuennenne ¢ Knvrrgeckue npossBieHAS
cne- | rMaBHbIM KOM-
no- TUIEKCOM TUCTO-
BaHH | COBMECTHMOCTH
e (HLA-renamn)

Clg AP [MuoreHHbie uHdeKAN, CHHAPOM 110-
Cir AP ROOHBINl CHCTEMHOM KPacHOH BOAHaHKe
Cls AP (CKB), 6one3ns Peifino, cucremubie

BACKY/ITDI, A3BCHHBIA CTOMATHT, Nopa-
HKEHUE MoueK

C4 AP + To xe

c2 AP + BonuanounononoGueiit cuHapoM ¢ do-
TOYYBCTBHTENLHOCTBIO, BaCKyNHThI, ay-
TOMMMYHHbIE GO0JIE3HH, NHEBMOKOKKO-
Bbi€ CEMTHUEMHH

C3 AP - Peunauupylommue IHOTEHHBIE — HMH-
tbexumy  (aedexT ONCOHUHOB), MEHHH-
TUTHI, MTHEBMOHHH

Cs AP - CKB, rnomepynoHedpHThi, HHOECKIUMH

Cé AP ? Wndexuun, BB3EIBACMBIE HECCEPHIMH,
CKB, rnomepynoHepHTb

C7,C8,C9 AP - To xe :

Hnruburop Clg Al - Hacneactsenssiit  aHMHOHEBPOTHYECKHI

HHaxruBarop AP - oTex

C3b Bo3sparHuie nuorersbie HHGEKUHH

g::::pp%m B To xe u ueliccepuannran wHdexuus

CHHYCHTH! H GPOHXHTH

Tpumeseune: AP — ayrocomuo-peiccusHoe; AJl — ayToCOMHO-AOMUHAHTHOE
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Hdednuur C4 xomnoHeHTa Berpedaercs y 1% HaceneHus, vauie y me-
BOYEK, MOXeT GbITb 6eCCHMNMTOMHBIM; NMPOABISETCS CHHAPOMOM NMOAOGHBIM
CKB, Ho orcyrctyloT LE-knerku u antu-JJHK aHTHTEN2, BO3MOXKEH HHCY-
JIMH3aBHCHMBIH caxapHBIil Anaber, OTMedaeTcsd FHNEPKpeaTos KOXH NaaoHelH
H CTOIL.

Hepuuut C2 compoBoxnaeTcs ayTOMMMYHHBIMH 3a60/ieBaHHAMH,
CKB-cuuapomom (6e3 antu-JJHK antuten u LE-knetok), nossimeHHoi ¢o-
TOYYBCTBUTEJILHOCTBIO, BACKYJIUTaMH, THEBMOHHAMH, MEHUHTHUTaMH, CENTH-
XeMuei.

Heduuur C3, npUBOANT K HEAOCTATOYHOCTH ONCOHKHOB; aCCOLHHUPO-
BaH ¢ CKB-CHHAPOMOM, apTpajirdsaMu; AepMaTHTaMH, riroMepynoHedpura-
MM, ayTOUMMYHHBIMH 3a601eBaHUAMM, YACTO BCTPEYAKOTCH MHEBMOHHH, Me-
HUHIUTBI, MEPHTOHUTHI, BBI3BIBAEMbIC ITHEBMOKOKKAMH, HEHCCEPHAMH, CTa-
dunokxokkamu.

Jepuuut CS BBI3BIBAET HEAOCTATOYHOCTE XEMOTAKCHYECKOro paKTopa
CS5a, npyBOAKT K MEHHHTOKOKKOBBIM HH(pexuuaM, pazsutuio CKB.

Heduuur C6 NpUBOAUT K Pa3sBUTHIO FOHOKOKKOBEIX H MEHKHFOKOKKO-
BBIX HMH(pEKUWH, CHCTEMHOH M NMCKOMAHOM KpacHO#i BOMuaHKe, CHHAPOMY
Illerpena.

Heduuuter C7-C9 accouuupopanbt ¢ CKB u peunavBamu Hejiccepu-
aneHbIX UHpeKUui.

OTh neUUHTEl HACIELYIOTCA NO ayTOCOMHO-IOMHHAHTHOMY THMY. Y
rOMO3UIOTHBIX GOJBHBIX HEAOCTATOYHOCTH HPOABNASTCA B THKENOM BapHaH-
Te ¢ yacroroit 1:1500-1:3000. Medekr npeapiaymero KOMMOHEHTa KOMILIE-
MeHTa GnokupyeT aKTHBAUMIO MOCIEAYIOMMX 3a HUM KoMnoHeHToB. [loato-
MY He FOSIB/IAIOTCA IPOMEKYTOMHbBIE NMPOLYKTHl aKTHBALMHK, YHacTBYIOIIHE B
peaxkuusx aHachnaKcuu H BOCNAICHHA.

B cBs3u ¢ TEM, 4YTO OT KOMILIEMEHTa 3aBUCAT arperauuysa U pacTBOpH-
MOCTh HMMYHHBIX KOMILIEKCOB, HapyllleHHe 3THX ero QyHkuui Moxer ObITh
TIPHYHHON pa3BuTHI MMMYHOKOMIIEKCHOH narofiorumn. Jedexrol B cucteme
KOMITEMEHTA TIPEAPACcHoNaraloT K Bo3HHKHOBeHHIO HedputoB, CKB, CKB-
CHHAOPOMOB, pasiHYHbEIX BacKyauTOB. OCcOOEHHO TECHAA CBA3b MMEETCH MEX-
Oy neHLHTOM KOMIIOHEHTOB KIAaCCHYeCKOro NyTH aKTHBaLHuK U GonesHAMH
UMMYHHBIX KOMILIEKcoB. K mocneasum mpeapacrnonoXensl jitoau ¢ aeduuum-
ToMm C1 u C4.

CHuxeHue remonuTHueckoit aktusnocT (CH50) Moxer Habmonarscs
K&K BTOPHYHOE COCTOSHHME MPH Pa3iH4HbIX MHGEKUMOHHBIX W ayTOHMMYH-
HBIX 3a60/ieBaHUAX, COLPOBOXKIAIOIMXCA 00pa3oBaHUEM HMMYHHBIX KOM-
nnexcoB., OJHAKO OHO MOXET YKa3blBaTh U Ha HePULMT Kakoro-To ¢akropa
CHCTeMb! KoMIIeMeHTa. Kpome Toro, B KpoBH MOIYT MOABAATLECA NPOXYKTH
aKTHBALMK CHCTEMbl KOMIUIEMEHTa, KOTOPHIE XapaKTepU3yIoT NpoLecc BOC-
nanexus: aHabunoToxcuuel C4a, C3a, C5a, dparmentsl C4d, Ba, C3dg,
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memOpanoarakyioye kommiaekcnt C5-C9 u gp. Mx onpepeneHue mmeet
MPOrHOCTHYECKOE 3HAYEHHE.

H3BecTHb! reHeTHueckHe AeeKTH ABYX DerylsTOpHBIX (aKkTopoB
cucTembl koMmmniaemedTa: Cl-uHruburopa (ypoeens 8 HopMe 0,18-0,48 r/n) u
C3-unHaxtuBaropa (B Hopme 0,16-0,25 r/n).

Jepuunt uurubutopa Cl-3cTepasbl. Hacnemyerca 1no ayrocomo-
IOMHHAHTHOMY THITy; CHIKEHO coneplkaHWe WHruGutopa Cl-komMnoxeHTta
CHCTEMBbI KOMIJIEMEHT4, YpoBHHU T-, B-numdouuros Gimiku k Hopme. Cl-
WUHrUOUTOp MOJABAAET TAaKXKe aKTUBHOCTh KMHHHa 2 W OpaiMKHHMHA, KOTO-
PBIE BbI3BIBAIOT COKPALIEHHE KIIETOK 3HAOTENHUA ¢ 0Opa3oBaHUeEM Lueneii, ve-
Pe3 KOTOpsI€ Nia3Ma BLIXOAUT B TKaRH. [Ipu 1-oM Tune - gedekTHbIH reH: He
obpasyerca PHK-TpaHckpunTasa Cl-uxru6uropa, npu [1-oM THne o6pasyer-
ca aedeKTHbBIH HHrHOUTOP.

MexanusMm W ximnakka:  Jedpuuur  Cl-uHruburopa (-
HeNpoaMHHOrNIUKO-MIPOTEUH) MPUBOAMT K BO3ZHHKHOBEHHIO DPELIKAMBHPYIO-
1LIero HacneICTBEHHOTO aHTHOHEBPOTHHECKOrO 0TeKa, KOTOpHii HeoOxoaumo
avbdepeHunpoBaTh OT ajulepruyeckoro. Berpevaerca B cembax - Goneior
6patbs, cecTpel, poauTeny. CTeneHb BbIPAXEHHOCTH NeHUHTA pazivyHai.
[Mpn nonHoM OTCYTCTBHM HMHTHMOHTOpa OTekH 4Hallle H TAXeNee; BO3MOXKHA
CTPYKTYpPHO-(PYHKLHOHAIbHAA €ro HeJOCTATOMHOCTE NPH  HOPMANbHOM
yposte. Ilog BausHueM PU3HHecKo#i HArpy3KH, CTPECCOB, NOBPEXACHHI ak-
THBUpyeTcs ¢aktop Xaremana (XII ¢akTop cBepTHIBaHHA KpOBH), mpe-
BPALLAOWKA NNa3MUHOTEH B TUIA3MHH, koTopblii (npu otcyTcTBUM Cluur)
BKJIIOYAET KNAacCCHUECKHH MyTh akTHBaitMu xomnaemenra C1-C4-C2 ¢ obpa-
30BaHHEM GHONOrMYECKH AKTMBHBIX MEATHAOB, Bbi3bIBAOILMX MNOBLILIEHHE
POHHLIAEMOCTH COCYJOB M OTEK; MpPOLECC AanbHeHineii aKTHBALHK MOXKET
OCTaHaB/IMBaTbCd HHrUOHTOpamu C3-KOHBepTa3sl, OMHAKO MPU CHABHOMN aK-
THBALMH OH MpOAOkKaeTca ¢ obpazoBaHHeM MeMOpaHO-aTaKUpPYIOIEro
xoMmrekca - C5-C9. HacTo BO3HMKAIOT OTEKH ropravu (acdukcua, Heobxo-
OAMa TPaxeoCTOMHsA), KUIIKM (HEIPOXOAMMOCTb), MOAKOXHOM KAETYATKH
KOHeuYHOCTeH, ry6.

JMarsocTyka: HanMuMe PEHUIUBMPYIOUIMX OTEKOB, He CBA3AHHLIX C
ansieprueit; HenocrarouHocTs C1-MHr, NOBbilIEHHaA Hecrieunduyeckas ak-
THBaLMA KOMIUIEMEHTA; BO BPeMs OTeKa H3-3a aKTUBAUMH KOMIUIEMEHTA Ia-
JaeT g0 Hyas yposeHb C4 KOMNOHEHTa. )

Jleuenue: B ocTpelii nepuon NpUMeHSIOT ounieHHbI# Cl-unruburop,
afpeHaH, KOPTHKOCTEPOMIBI, CBEXE3aMOPOKEHHYK) TIa3My, 3MCHIIOH-
aMUHOKAIPOHOBYIO KHMCJIOTY, KOPTUKOCTEpPOUABL. JUId CTHMYAALMKM CUHTE3a
HHrUbuTOpa W  NOPOPUIAKTHKM  PELUHUIMBOB  HCHIONB3YIOT  SICHIIOH-
aMMHOKaMNPOHOBYIO KHCIOTY (4-8 r/cyTkH nepopanbHO, HO MOBLIILIAET CBep-
THIBAEMOCTE KpoBM), nefinun (300-600 Mr/cyTKHM) M aHAPOTeHbI: NaHa30J
(230-600 Mr/cyTku), METHJITECTOCTEPOH (MO 5 MT 2 pa3a/CyTKH €XKEeIHEBHO B
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TeueHHe | Mecsla, 3aTem MO 5 AHelH C S-AHEBHBIMH MepepbiBaMu), CTaHaso:
(1-2 mr/cyTim).

KomnsieMeHTcBsI3bIBaICIIME penenTopbl. Onpenenss ypoBeHb KOM-
[UIEMEHTA H ero KOMNOHEHTOB, MapAIIENBHO MOJIE3HO OLEHUBATh COCTOSHHE
KOMIUIEMEHTCBA3BIBAIOIMX PELENTOPOB JeiKkoUUTOB: Ha B-mumdouurax -
Clq, CR1 (ans C3b), CR2 (wma C3a), sa darouutax - CR3 (ana C3b), CR4
(mns C3a), Clq; Ha 3putpoumTax 4enoseka - CR1. ConocraBneHue 3THX Be-
JIHYHH NO3BoAAET 6onee TOHHO ONPEAENUTL POk KOMIJIEMEHTA B UMMYHO-
matonorui. BpoxaeHuriit zedpunur CR1 peuentopoB Ha 3pHTPOUMTAX MO-
xet ObiTh npuunHoii CKB, a orcyrcteue CR1 Ha riaomepynax HedpOHOB.
TIPEAPACNOaraeT K HapyLIeHHIO KITUPEHCa HMMYHHbBIX KOMIUIEKCOB H Pa3Bn-
THIO MponKdepaTHBHOTO rnoMepylioHedpHTa.

JepHuHTHI ryMopaibHbIX (PAKTOPOB HMMYHHTETa

Hepuunter onconnnos (kommuementa, MCB, anturen) moryt Gbits
NpUYMHAMY HENOCTaTOYHOCTH (aronnTosa. BpokaeHHbIH AedEKT reHos
MaHHO030CBA3bIBalowero Genka kposu - MCB (Hopma 0,1-0,5 mr/mn) Bener k
HapyLUeHHIO MoriouieHus Gaktepuii U rpuboB (kaHAMABI H ApP.), comepxka-
LIHX MRHHO3Y, Pa3BUBAIOTCA PELHAMBHPYIOLIHE HHPEKIIHK Y ACTEH.

Hedbuuutel uTepdepoHoB (a, P, v) - nepeuiHbic H BTOPHUYHBIE, CiY-
KaT OJHUMHM W3 TAABHBIX MPHYUH BHPYCHOIX MHPEKLMH, T.K. YYBCTBHTENDb-
HOCTb KJIETOK K BHUpycaM, ocOGeHHO INUTEIHANbHLIX, B LIESIOM 3aBHCHT OT
YPOBHA BHE- W BHYTPHIJIETOYHBIX WHTEPPEPOHOB M AKTHBAUHH COOTBETCT-
BYIOLHX (EPMEHTHBIX CHCTeM, HeliTpanuiylowmnx supycel. [Ipy xponude-
ckux BpoHxUTaX B OPOHXHANLHBIX CMBIBAX W B ACHKOUMTAX HAXOAHAH HH3-
KHe YpoBHH uHTepdepoHoB. [IpekpameHue BUPYCHBIX MH(eKLMi accounu-
POBATOCH C MOBLILLIEHHEM YPOBHA HHTEPEPOHOB.

OcHoBHbIM HcTounHkoM Y-UOH seisiores CD4-nmumbounTtsl, Tonbko
MEPEHOC 3THX KJIETOK BOCCTAHABIHBAN €0 NPOAYKIMIO H pa3BHTHE T-KkieTok
B Tx| y Mbueii ¢ aBoiitbiM HokayTom reHoB RAG/IFN v.

CHuxenue oOpazoBanusa unrepdepoHa- y HabmOAAETCA MPH MHOTHX
FeHEeTHYECKHX MOMHBIX MM YaCTHIHBIX NeHIMTAX peLentopa BHTepdepoH-
ramma | Tuna, p40 cyoremunuimn MJI-12 u ero Bl nenw, TPaHCKPHIUHOHHO-
ro daxropa STAT, peuentopa HJI-23. [Ipu 3ToM crpanaet auddepeHLHpOB-
ka Tx | THna, a GojibHblE BEICOKOYYBCTBHUTENBHBI K BHYTPHKICTOYHBIM HH-
dekunam: MuKoOakTepuaMm, caNbMOHENaM, XJIaMiuauaM, BHpycaM. Otser Tx
2 ¥ CHHTE3 aHTUTEN Y HUX MOBHIIIIEH.

HJepuuurn ansonuma u JakrodeppraHa HaXoAWIH B niepHolr 060CT-
peHHA pH MHOrHX 3aboneBaHMsax. Bonpoc o ToM, SBIAIMCH JIH OHH NEPBHY-
HBIMH HJIH BTOPHUHLIMM - HesiceH. Y nereli ¢ Hecnenuduueckumy 3abonesa-
HHAMH PECNIMPaTOPHOro TPAKTa B JIABAXHOH XXHAKOCTH OGHAPYKEHO CHMXKE-
HHE COAEPXKaHHA JIM3OLMMA. AHANOrHYHBIC AaHHbie HOJY4EHbl MO NAKTO-
deppHHy - ypoBeHb ero npH OPOHXONIErovYHBIX 3a00NeBaHHAX GbI1 CHHXKEH H
NOBbIHANCA MIPH BHI3IOPOBIEHHH.

140



Jeduuntol gedeH3IHHOB H KATENHIHIHHOB - ECTECTBEHHBIX, NpH-
POAHBIX GeAKOB-aHTHOHOTHKOB PE3KO CHIIKAIOT PE3UCTEHTHOCTh K OaKTepH-
aNbHBIM M rPUOKOBBIM HHOEKLHAM.

JnarnocTHka HMMYHoRe(pHIUHTHBIX Gone3ned

Ina BoiseaeHHs UMMyHOOePUUMTHBIX GonesHeH HCMONL3yeTcs KOM-
TUIEKC KIWHHKO-ab0paTopHbix MeTodoB. OH BKMIOYAET aHaMHE3, KIHHHYe-
ckoe ofcnenoBaHue No OpraHaM M CUCTEMaM, M CIeUHaIbHOE HMMYHONOMH-
yeckoe obcnenoBaHue - OUEHKY HMMyHHoro ctatyca (MC) (Hosukos K.,
Hosukosa B.H., 1996).

BaxHoe 3HayeHHe UMEIOT OTArOLIEHHBIH ceMmeifHblii aHaMHe3 — Ha-
Jauune UJIB y KpOBHBIX pOACTBEHHHKOB M yKa3aHUA B JWYHOM aHaMHe3e Ha
XPOHHYECKHE peLHaMBUpYIOHe 3a6oMeBaHHA WHPEKUHMOHHOH HIH HHeK-
UMOHHO-a/IEPrH4YecKoil NpUpoAbl, HHAYLMPYEMbIE YCAOBHO-NATOrEHHOH
tnopofi. Ecnu y poACTBEHHHKOB KMeIOTCs mepBuunbie Txensle U1 u cny-
4au CMEPTENbHLIX HCXONOB, TO NMOKa3aHa NpeHaTalbHas AHarHocTvka. Yac-
TOT2 NEPBUYHBIX UMMYHOAeDHUHMTOB B MOMYNALMH cocTaBiseT MeHee 1%
(0,2-0,9%). Hanbonee pacnpoctpaHeH cemexTHBHbi nepuuut IgA - 0,03-
0,9%. 3HauMTenBHO Yaime BcTpedaroTcs Bropuutsie U]l (BUB).

Tsokensie nepeuysbie UJ{ MaHH(ECTUPYIOTCH YK€ Y HOBOPOXACHHBIX
1 aeredt no 1-ro roaa xusnn. OnHako MHorue M1 KuHH4Yecky nposBisioTcs
TOJBKO MOC/Ee CHIKEHUs ypoBH# [gG aHTHTes, MOMyYeHHbIX OT MaTepH (1o-
cne 2-4 mecala). AHATH3NPYS aHaMHe3, MOXKHO 3anoao3purts nannyue MJ1
(trabnuua 10.3). Ana nepsuunerx UJ1 y nereil xapaktepHol CTHTMBI, T.e. CO-
AYTCTBYIOLIHE UM NPHU3HAKK: BPOXKAECHHBIE MOPOKH Pa3BHTHA (GIHLIO, CEpALE,
aopta) - cunapom Ju-J[KOpKH; apTpUT, AepMaTOMHO3UT - X-cLenneHHas
aramMmmarnoOyJIHHEMHS; aTaKkCHs-TeMeaHruodKTasus - cuHapoM Jlyn-bappa;
3K3eMa, TpomboLUTONEHHA - CUHAPOM BuckoTra-Onapuya; ansOHHH3M, rpa-
HyJbl B NEHKOLIMTAX NPH IpaHyeMaTo3HOH 6oe3Hu. ’

Anneprayeckue 3abosieBaHHA ObIBAIOT aCCOLWHPOBAHB! C CEJIEKTHB-
HbiM aepuuuToM IgA, cuHapomoM Buckorra-Ongpuya, negpuuHToM Cy6-
knaccos IgG. Ipu3Haku ayToamnepruyeckux 3abonesaHuii BCTpeqaloTcs NpH
Aedbuumrax komnnemenrta (CKB), cunapome Buckorra-Onapuya, arammar-
nobynuuemuy, OBHJ], nepocrarounoctu IgA (aHemus, A3BEHHbINH KOJNHT,
YBEuT).

Knunuko-1a6opatopHoe obcnenoBanne GONBHEIX MPOBOAKTCH mo 06-
HWKMM MpUHOMNAM (OcMOTp, GYHKIMOHAIBHEIE, HHCTPYMEHTAIbHBIE, JJabopa-
TOpHbI€ M Apyrue Meronsl). Ocoboe BHUMaHMe oOpalllaeTCs Ha COCTOAHHE
JMMAOUNHEBIX OPraHoB M TKaHel (inMdaTHYeCKHe Y3/bl, MHHAATHHEI, cefle-
3eHKa u ap.). Mx arpodus uiaM runepniasus MOryT yKasblBaTh Ha HMMYHO-
JepuuuT.

I'naBHBIM MIPA3HAKOM ABNSICTCA HANHYINEG ¥ KIIHHUYCCKHE ocobernHoCcTH
Te4YeHMs WHPEKUHMOHHOTO CHHAPOMA - PEIMAHBOB H 06ocTpeHuil HHeKuni
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moboli NOKaTN3aLKK, BbI3BIBAEMbIX YCTOBHO-NIATOTEHHBIMM MHKPOOpraHu3-
MaMH — BHpYycaMH, GakTepUsMH, rpubamMu, MapasuTamMu.

Tabmuua 10.3. AHaMHecTHYECKHE NPH3HAKK UMMYHOAeDHUHTOR (Pe3-

ik U.B., 1998)

YacTbie OTHTHI
(ne MeHee 6-8 pa3 B TeveHnHe OQHOrO roja)

Heo6x0auMOCTL BHYTPHBEHHOTO BBEAEHHS
aHTHGKOTHKOB A KYNUpoBaHUs UHEK-
UHH

Heckonbko MOATBEPHKIEHHBIX CHHYCHTOB
(ne Mexee 4-6 pas B TeYeHHE OJHOTO rosa)

He menee nByx uudekuuii, Takux Kak Me-
HUHTHT, OCTHOMUCIIHNT, UC/UIHOJINT, CENCUC

Bonee ABYX MOATBEPHAEHHBIX MHEBMOHUH

Orcrasanue rpynHoro peGeHka B pOcTe M
macce

IosTopHbie rnyGokue abcLieccsl KOKH
WIH BHYTPEHHUX Oprasos

[Mepcuctupyroias MOIOYHALA Wnu rpub-
KOBOE MOpa)KeHHe KOXH B BO3PACTE CTaplie
1 roga

IToTpe6HOCTE B ANMUTENLHOR TEPANMM aH-
THOHOTUKAMY ANiS KYNUPOBAHMA UH(EKLIMH
(mo 2 mec u 6onee)

B ceMbe: Hanuuue NEPBHYHBIX WMMYHO-
AehyuUToB, (aKTol paHHHX CMepTed OT
TAXENBIX UHDEKUMIT WIM HalMuue OTHOro
U3 BBILIENIEPEYUCTEHHBIX CHMITTOMOB

KnunuueckuMu «MackaMu» NepBUYHBIX M BTOpHuHbIX MIB senstoTesn
(Hosukos, 1987; Hosukos, HoBukosa, 1996):

1. OcTpele XpOHUYECKHE WM PELMAMBHpYIOLUUE 3a60NeBaHHA BEpX-
HUX [OBIXATENbHBIX NyTelt W Jerkux (PUHOCHHYCHTBI, NAPHHMOTPAXEHTHI,
OpOHXHTHI, MHEBMOHMH [p.) BUPYCHOH W GaxTepuanbHON ITHONOTHH, FTHEB-

MOLIUCTHLIC NMHEBMOHHU.

2. Ouary uudexunM pasnMYHON JOKATH3AUUM (NMOAEPMHM, OTHTHI,
KOHBIOHKTHBHTHI, abciiecchl, ¢ypyHKynes, nuenoHedpuThl, CenTHYECKUE

rpaHy/ieMbl U Ap.).

3. Peunausupyomue (GopMbel THOHHO-BOCHANUTENBHBIX M THOHHO-
CenTHYECKMX 3abosieBaHMii 6e3 UMM B COYETAaHUM C Mapa3uTapHLIMH HHBa-

IUAMH.

4. Peunausupytomuii repnec KOXH H CIH3HCTHIX 0005104eK, BUPYCHBIN

renatur.

5. XpoHnueckue racTpo3HTEpONATHH ¥ AUapeH HEACHOTO TEHe3a.

6. JlnuteneHui cybgeOpunnurter v nHXopaaka HEACHOTO reHe3a; CHM-
IpoM MansabcopOLUMH HEKOPPHIHpYEMBIH AUETOIf.

7. Peunmupdpyomye rpubKOBBIE NOpPaXEHHA CIM3UCTBIX oBonouex
pTa, KHlleyHHKa, GPOHXOB, JIErKUX U Ap., KOXHO-CIIM3NUCTHIH KaHAMAO3.

8. JlumboaneHonmaTuy, NUMGOANEHUTHI, XPOHHYECKHE TOH3HUIHTEL

FUNONNA3uA SMMPaTHISCKHX Y3IOB.

9. TumMoMeranus; THIEPpIUIa3ua WIH runoniasuvs BHJIOYKOBOMH efne3bs

Y heTed.
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10. ATonuyeckHii AepMaTHT C NHOAEPMHEN, peLHIMBUPYIONIME KPa-
NUBHHUBI H oTeku KBHHKe, pecriupaTopHbie u ApYyrue aiepruueckue 3abo-
JIeBaHMKA, OCNONKHEHHbIe HHbeKUmMeH.

11. F'emaromeranus, CruieHOMErajaus.

12. HeapekBaTHble peakuMy Ha TPAAHUMOHHLIC METONB! JIEYEHUA H
npoguIakTUKy penuausos 3abonesanna u paxuussl (BLDK u ap.).

13. IIpu3Hakyh NOBHINCHHONW YTOMIAEMOCTH, YCTanoctd, cnaGocram,
HapylueHHe CHa.

14. Ayroannepruteckue 3a6oneBanus, 0CI0KHEHHbIE HHeKuHeH.

15. Jlumdo- 1 muenonponudepaTHsnbie 3aGoneBaHus, JIOKAYECTBEH-
Hbl€ OMYXO/H.

UmMmyHONeDHUMTHAS OONE3Hb MOXET NPOABAATHCH KaK OCTPbI HH-
dekunoHHBI npouiecc. XpoHHYECKoe, PEUHAUBHPYIOIIEE e TeYeHne MU
noauepkupaer coxpanenue MJI kak OoCHOBBI pernavsos undexuuii y 6onb-
HBIX, TIOCTYNAIOUIUX HA MOBTOPHBIH KypC NEYeHH .

Pexomennyemoe obcnenopanne 60AbHBIX: KNIHHHYCCKHE AHANH3BE KPO-
BH (4 pa3a B ron); mo4u (2 pa3sa), xana (1 pa3), Genok u Genxosbie ppakuyu
(1 pa3s); rpynna kposu M pesyc daxrop (1 pa3s), Mukpobuonoruueckoe (6ak-
TEPUONOrHYECKOE, MHKOIOTHYECKOe, NapasHTOJOrHYecKoe) HCCAeaoBaHHE
COAEPXMMOrQ 04aros HHGEKUMU C onpeleneHUeM YYBCTBHTENBHOCTH K aH-
tubnotukam (1); CPB; mapkepsl renaruto B u C, Onmreitn-bapp, unrome-
ranoBupyca, Bupyca reprnieca, BU4; RW; mapkepsl apyrux nndekuuit —(no
nokasauusam [LP); tecrst OUC 1-ro u no nokasauusm - II ypoBHs.

O6s3aTenbHble MHCTPYMEHTA/IbHBIE WCCNEAOBaHHA: peHTreHorpadma
OpraHoB rpyaHoi nonoctH (2 pa3a B rox), NpHaaTo4HeiX Nasyx Hoca (no no-
kazaHuaMm), OBJ, SKI (1 pas/r). [lonoaHuTenbHbBIE HCCNIEAOBAHUA: KOMMbIO-
TepHas Tomorpadus u/unn Y3U opraHos rpyaHoH k1eTku v GprowHoit no-
nocTH, 6POHXOCKONHUA, APYrHe UcClenoBaHus (o nokazaHuam). Kouncynsra-
LMK: MYJIBMOHOJIOra, OTONEPHHIONOra, OKYJMCTa, XHpypra U ApYrHx cne-
UMaTHCTOB (1o HEOGXOAUMOCTH).

Kaunuko-naboparopHeie npusHaku MJB: 1) cHixenue uyncna nekiko-
LMTOB BCeX THMOB (TMMGOLMTOB, TPaHYIOLMTOB, MOHOLMTOB), HHOTAA Jeii-
KOLIUTO3 HEKOTOPBIX M3 HUX (203HHOGMIMA, MOHOLMTO3 M Mp.); 2) CHHXeHHe
obuiero ypoBHs kKommiemenTta (C50), runoraMmarnoGynuHemus npH 37eK-
Tpocdopese criBOPOTKH KpoBH (MeHee 10%); 3) yMeHblleHHE UK OTCYTCTBHE
TEHH THMyca IpU DEHTreHorpaguu y nereil; 4) Hanuuue YCAOBHO-
M&TOTE€HHBIX MHUKPOOPTAHH3MOB B MOKPOTE, Ha CIH3MCTHIX 060JI0YKax, 3Kc-
cyAarax, B KpOBH B AHArHOCTHYECKHX THTpax; AMCOMO3bL.

Tpu o6cnenoBanuu GONBHBIX C MPOABICHHUAMH MHpEKLMA BCeraa He-
06X0AMMO MHUKPOGHOJIOrHYECKOE H3y3eHue cocTaBa uiopbi IKCCYHATOB, OT-
JeNnsemMoro, 04aroB NOpakeHus, IOCeBbi KPOBY Ha CTEPUIBHOCTD M XapaKTe-
PpUCTHKa reMOKYNbTYPHI.
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Ipu GaktepuansHbix U TyGepkynesHo#i uudexunsx nerkux y BHY-

HEGHUHpOBaHHBIX H Apyrux ]I HcclemyioT Ma3ku MOKPOTHI ITOCIHE OKPAacky
no LHunb-Hunscody u AenaioT nocesbl. ' eMOKYALTYpBI A€NAIOT NPU FHOHHO-
CenTHYEeCKHX MpoLeccax, BblJe/ICHHE BO3OYANUTENS N03BOIAET OLECHATD TyB-
CTBMTEJILHOCTb, Ha3HAYHTH COOTBETCTBYIOLIMA aHTHOaKTepHaNBHBI Npena-
pat. ['HoiiHble NpoLeCCHl CBA3AHBI C HAMHYMEM CTaMIOKOKKA, CTPENTOKOK-
KOB, CHHErHOWHON M KHMLIEeYHOH MaJlouKH, KieGCcHemnbl, NpoTes, MopaKcell-
Jibl, reMOQUNBHOI MaJIOYKH U AP., KOTOPble HAXOAAT B Ma3KaX 3€Ba, B CIU3M,
MOKpOTe, MOuYe, Kaje, B IKCCyAaTax rHOMHUKOB U T.A. [IpuyeM, npu aedpuipm-
Tax UMMYHOr00ynHHos u B-muMQOLMTOB OOBIMHO HE HAXOHAT AHTHTEN,
WM BbIABIAIOT HX HU3KUH YPOBEHb.
Bupycosnoruueckoe Hecie0BaHNe MaTepHana JesaloT Ha KypPHHBIX IMOpHO-
Hax, B KyasType wietok, merogamu [THP u UDA. TIpu U]l qacro BecTpeua-
IOTCA Tepriec-BHPYChl, UMTOMErajiOBUPYChl, BUPYChl FeMaTHTOB, OmMuITEHH-
Bapp, aaeHOBHPYCEI, pETPOBHPYCHI.

ITpu UJ1 noBsbllLeHa BOCTIPHHMYHBOCTD K HHPEKLHAM, HHIYLHPYEMbIM
canpodUTHEIMH POpMaMU MHKPOOOB U MPOCTEHILHMH, KOTODbIE, KaK MpaBU-
70, BBIAB/IAIOTCA B OYarax nopaxeH!s W/HWiH KpOBK U CeKpeTax.

Ina pedexrtoB T-kNeToyHOro MMMYHHMTETA XapaKTepHbI BHPYCHbBIE
HHOEKUWH, a AeHUUMT UMMYHOrnoOYAMHOB vallle ComnpoBoXxuaerca Gakre-
pHANBLHBIMH MTOPKEHUAMHK W UX aCCOLMALHAMH C BHPYCaMH.

HapymieHHe ¢aroumro3a OCHOKHAETCA CTapUNOKOKKOBBIMH, rpHOKO-~
BbIMH M APYTMMY HHQEKUHAMH, TOTAA KaK MUiA AePHLHTA HEKOTOPBIX KOM-
NOHEHTOB KOMILIEMEHTA XapaKTepHa HeficcepuanbHas uHdekuus, a ero C6-
KOMIIOHEHTa - MEHHHIOKOKKOBas. II03TOMy BHJA BbIBAEHHOTO HHPEKUMOH-
HOTO areHTa MOXET yKa3blBaTh Ha Je(eKTHOE 3BEHO HMMYHUTETA.

Jlaboparopuas nuarHoctHka M\ ocHoBeIBaeTCS Ha onpeaesieHHol no-
CNe/lIOBAaTEABHOCTH, aNrOpUTMe NEHCTBHH, HCMOAL3YEeMbIX MPU OLEHKE HM-
MyHHoro craryca. Beiasnenne HJI nmposomaT B AByX curyanmsx: 1) npu
CKPHHMHIE KOHTHHTCHTOB HAcENeHHA ONpEACICHHbIX perHoHoB W paGounx
KOJNNEKTUBOB Ha npesmer Hanuuus KJT; 2) npu obcnenosanmn GonbHeIX C
UENBI0 YTOYHEHHA TIPEABapHTENbHOTO AHarHo3a. Jna HeKoTopbIX reHeTHye-
CKuX 00YCHOBNEHHBIX HMMYHONE(PHLUHTOB BO3MOXKHA NIPEHATANILHAA AHATHO-
CTHKA Ha OCHOBaHHH YJHTPa3BYKOBOIO 0OCNEAOBaHHA (AHOMANMM CKeNeTa),
XPOMOCOMHOTO H GHOXMMHYeckoro aHanu3oB (AJIA n apyrue pepMeHThr).

Baxuoli npoGnemoii sBnserca pasHee BeBaenne Gonbubix ¢ U ana
4ero HeoOXOHAMMBI CKpHHHHTOBBIE 00CE/I0BaHUA B3POCOrO U JETCKOro Ha-
cenenns (Hoeuxos JI.K, HoukoBa B.H., 1996;). Jloka3atrensbCTBO, T.€. HM-
MYHOJIormyecKoe moxTBepxcacHue y Hux MJL naloT BO3MOKHOCTH COCTABAATH
HMHIUBUAYaNbLHBIE CXEMbI HMMYHOKOPPHIHpYIOLEH Tepanvu.

Ipy 3MMAEMHONOrHIECKOM M3YYEHHH KOJUICKTHBOB HCHOABL3YIOT cne-
uHanbHbIe aHKeTH, pa3paborantkie P.B. IletpoBriM. [latonoruveckue CHH-
OPOMBI B ITUX aHKETAaX OTPAXKAIOT BBHUIGNCHHBIC HAMH BapHaHTHl HMMYHHOTO
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craryca. [Tocne sanonHeHus KapT GOpMMPYIOTCS FpyNIbl PHCKa Pa3BUTHUSA
UMMyHoaeHUMTHBIX Gone3Heit. Ha BTOpOM 3Tarie 3T CpyINbI, 1ocne no-
CTaHOBKH NpPEABApUTENbHOrO AMArHO3a, fOABEPraioTcs MEPpBHYHOMY HMMY-
Hosoru4eckoMy obcnenoBaHuio. IIpH 3TOM NPHUMEHAIOT KOMILIEKC TECTOB,
KOTOpBI#t onpene:sercs BapHAHTOM UMMYHHOrO CTaryca, BbIABJIEHHLIM Ha
OCHOBaHHH *ano6, JaHHBIX aHaMHe3a H KIHHHKO-TabopaTopHoro obcieno-
BaHua. Ilpy amMOyJaTopHOM SMHAEMHONOrHYeCKOM OOGCIEHOBaHHM NpHUMe-
HAIOT MHKpPOBapHaHTE! COOTBETCTBYIOLUMX METOJOB, TAK Kak KpoBb Mony4a-
IOT M3 Maibua B He6ONbIIOM KOJIHYECTBE, B crauMOHape NpH HaJIHYHH KiH-
HUYECKHX MpOABIEHUHA UMMYHOoAepHLMTA OOBIMHO NMPHMEHAIOT PAcUIHpPEH-
HBIA BapHaHT TecToB 1 Y II ypoBHS, MO3ITOMY MCHOAB3YIOT BEHO3HYIO KpPOBb,
KOJIMYECTBO KOTOPOIi 3aBHCUT OT Habopa MeToa0B (06bIMHO He MeHee 10 mu).

HmMMmyHonorsdeckoe o6caenoBalue pasiHyHbIX rpynm gereil U 6onb-
HbIX Ha Hanu4He MMMYHOACQHLHMTOB ClieLyeT MPOBOLMTH MO cleqytolueit
cxeme.

1. AHamHe3 U OCMOTP.

2. KnuHuko-nabopatopHoe obcnenoBaHne (06beM MO MOKa3aHHAM).
IpensapuTensHblii IMarHo3 KMMYHOMATONOHH (BapHaHT HMMYHHOrO CTa-
Tyca). PexoMeHaauuu no Habopy rectoB [ unm I1-ro ypoBHs A% OLEHKH HM-
MYHHOro cTaTyca.

3, OueHka HMMYHOAEeDHLMTHOrO CTaTyca:

3.1. O6wmit aHanW3  KpPOBHM;  OMnpeleAcHHe  COOTHOLIEHWH
HeHTpoduab/muMpountsl/MouounTsl. COJ, CPB, Genkosble ¢pakunu col-
BOPOTKH KpoBM ( Y-rAo6yAHHBI).

3.2. Onpenenenne xonunuecrea T-numdoumTos (mpoueHt u abcomor-
HO€ YHCIIO) METOJAMM C MOHOKIOHANbHLIMH aHTHTenamH (MAT) k CD2,
CD3, CD4, CD8, CD25. OtHowenus Tx/Tc.

3.3. Onpeaenenue B-numdpoumros CD19, CD21, CD22, CD72 unu
IgB.

3.4. Onpenenenuie MMMyHOTI00yTHHOB KnaccoB G, M, A, E B ceiBo-
poTKe KpoBU M cekpeTtophoro IgA (slgA) B cmone. COOTHOLLICHHA UX KOJMH-
gectBa (G/M/A).

3.5. IMornoTuteNbHas aKTUBHOCTE HEHTPOGMIOB KPOBH, C HCMONMb30-
BaHHUEM YacTHL JIaTeKca W/IN cTaQunokokkoB, kKaHaua (OY, OH); oueHKa
KHMJUIMHIa KaHnua, 6aktepuii.

3.6. HCT-tecr.

3.7. Peuentopbl (Toll ¥ mp.) W rymopanbHbie (akTopbl (JIM3OLHM.
MCB u ap.) BpoxpenHoro umMyhmteta, JIIC-cBA3bIBaAIOIIME pELENTOPbI
JIEHKOLIUTOB.

3.8. Onpenenenne LIUK (IT3I-ocaxaenue). Jpyrue TecTsl o rnokasa-
HHAM.
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3.9. AHTHTENa NPOTUB CTPENTOKOKKA, AU(PTEPHHHOrO TOKCHHA, reMo-
GUABHON NaNOYKU, CTONGHAYHOTO TOKCOHAR, CTaQHIOKOKKa, €r0 TOKCHHA
BHPYCOB (KODH, IpHIINa).

3.10. Onpenesnenve reMONHTHYECKONH aKTHBHOCTH KoMrieMeHTa (C50)
W/WIH €ro KOMIIOHEHTOB.

3.11. BuyrpukoxHbsle npoGst (nocne 3abopa kpoeu!) ¢ pacnpoctpa-
HEHHBLIMH aHTUreHaMH (Tyb6epKynuH, CTPENTOKHHA3a-CTPeNTOAECPHA3a, aHTH-
reHsl 6akrepuii u rpubos).

3.12. Ho noka3aHuAM - onpeneneHHe GepMeHToB H GEJIKOB, OTCYTCT-
Byrommx npu nepsuuneix UJ{ (AZIA, nypuHHyKiTeosuapochopunassl, ane-
¢daderonpoTenn npu atakcuu; rpaHyNIbl TEHKOLMTOB NpU TPaHYNEMaTO3HOH
6onesHn).

3.13. Ouenka HHTEPGEPOHOBOrO CTaTyca: KOHLUEHTpauHa uHrepdepo-
HOB B CHIBOPOTKE KPOBH; YPOBEeHb UHTEP(EPOHa-a U Y B KYNbTYpe NHMQOLIU-
TOB KPOBH NMOCNECTHMYIIALMM BUpycom Gonesnu Hetokactna u cradunokok-
KOBBIM 9HTEPOTOKCHHOM COOTBETCTBEHHO.

3.14. HLA-TunupoBanue (npu HEOOXOAUMOCTH).

3.15. BhisB/icHHE UHTOKHHOB (IO NOKA3aHWsAM), B KPOBH METOIOM
HDA u B knerkax CH MeTORaMHU NPOTOYHON LIHTOMETPUH.

3.16. Onpenencaue obme#i y-UeNH PeUENTOPOB UHTOKMHOB MpH
TKH]I MeToaoM MpOoTOYHOM HUTOMETPHM.

Mepeuenr neppuunbix HJIB, BBIABIAEMBIX NOCPEACTBOM TectoB |
YpOBHS:

X-clerneHHas araMMarno0ynIHHeMHua

O6fwan BapuabenbHas HMMYHONOTHYECKAs HEAOCTATOYHOCTD

CenexrusHbiit nebuuuT IgA.

Taxensiit KOMOWHHPOBAHKBIH HMMYHOACDHLHT

Cunapom Buckorra-Onapuya

Heitrponenun

JedbHurTs akTHBAIMK KOMIIEMEHTa

Hedbuumre! darouyTos3a: NOrNMOLEHNS, KHJUIMHIA, XPOHHYECKas rpa-
Hynaemato3Has 6ose3Hb.

3HayeHue noxasareneit HMMYHHOrO cTaTyca (MMMYHOTpaMM).

Bce mokasaTeny OLIEHWBAOTCA KOMILIEKCHO B CBSI3H C aHaMHE30M U
KIMHHYECKUMHU NaHHBIMH GonbHoro. ®opmyna kposu npu HB o6b14HO H3-
MEHeHa, a u3-32 MHQEKUMH MoXeT ObiTh jiefikouuTo3, yckopeHHas COD,
HelTpodunes (WM HefiTporreHHA), MOHOUMTO3, 303uHodunUi. Konnvectso
AMMQOLIUTOB YBEIMYEHO HIIM TIOHWXKEHO, IIPUYEM MHOTO KpYNHbIX (Gosnee 10
MKM B JHaMeTpe - aKTHBUPOBAHHbIX). BHYTPUKOXHEIE TECTHI C pacnpocTpa-
HEHHBIMH aHTUrEeHaMM OTpHULATeNbHbI (Y deTeil - Manto3HauuMo). Ilpy MHo-
rux U]l npouentHoe u abcosmoTHoe uucno T-numMdouuToB MOHMKEHO Ha
15% u 6onee. HeGonbioe cHuxeHHe UX ypoBHA HabmomaeTcs NMpH MHOTHX
3a6oNeBaHHAX ¥ HOPMATBHOM UMMYHHOM OTBeTe (HanpuMep, Ha BaKUHHB) H
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He ykaswmiBaer Ha HJI. CooTHowenue CD4/CD8 yMmeHsuieHo, nponxde-
paTHBHasA, LUHTOTOKCHMYECKash aKTHBHOCTb T-KNeTok yrHeraetca. lluroxuxo-
Bajd aKTMBHOCTb MOXET ObITb MOHHKCHHOH HJIM MOBBIIIEHHOR. YPOBHU MH-
TeppepoHOB Haille CHIDKAIOTCA, HO MOTYT MOBBILIATRECA.

IMpn mopdonornyeckom usyueHuu Ouoncuii numpoyznos T-
knetouHbie UJI XapaKTepH3yIOTCS 3aNyCTeBaHHEM NMapaKOPTHKANIbHBIX 30H, a
B-knerounsie (MMMYHOrNOOYIMHOBEIE) - YMEHbIUEHHEM YKHCAa $ONAHKYINOB,
OTCYTCTBHEM I€pMEHTATHBHBIX LIGHTPOB.

OtcyrctBHE Y-ro6ynnHOBO# (pakuun npu anexTpodopese CLIBOPOT-
KH KPOBM MOXET YKa3biBaTh Ha araMMariofyMHEMHIO, 8 ee YMEHBbILEHHEe —
Ha aeduumut IgG, T.K. OH COCTaBAAET OCHOBHYIO MACKy UMMYHOTNOOYyIHHOB
(mo 85%). Ilpu 3aramHbix WHeKUUAX dTa dpakuus, kKak ¥ yposeHb IgG,
ysenuuuBatores (a0 15-20 r/n). IMpu «nonHeix» B-kieTouHbx Aeduumrax
yposeHb 1gG He npesbiuaet 2 1/, a [gA u [gM (y B3pochibiX) He BBIABIAIOT-
cs. OTcyTCTBHE ODHOrO U3 HMMYHOMIOOYTHHOB TPH IOBTOPHOM HCCAEAOBa-
HUM YKa3bIBaeT Ha ero AedHLHT, TOraa oObIYHO yBENHYEH YPOBEHb APYrOro -
AucuMyHornobyauHeMus. Apredakrtsl «nossliieHHoro» IgM Moryt nabmo-
IaThCA MPH HUCCNENOBaHWK METOAOM pagHalbHON HMMYHOAWD]Y3HM: npu
Hanu4YuKM B CLIBOPOTKE MOHOoMepa IgM, xoropsiit 6uicTpo anddyHaupyer u
ofpasyeT mMpokoe Konbuo npeuunurauuu. flonobuas curyauus c apyrumu
Ig moxeT 6bITh NpH MHenomax. Huskue yposuu IgG u IgA npu HopmanbHOM
IgM moryT 6BiTh 06ycnopseHet norepeit 6enxa uepez JKKT unu nouku, To-
rIa CHIDKCHbI YPOBHHM anbOymuHa u TpaHcdeppuHa. [Ipn HemocTaTrouHOCTH
IgA u sigA Genxy numm nponrkaroT yepes KKT u crumynupyior cuntes
[gG-anTuten, Takue aHTMTENa MOTYT MPELMITHTHPOBATL iN Vilro aHTHCHIBO-
POTKY MHMBOTHBIX (K03, OapaHoB) mporuB IgA, co3maBas NoOXHBIE KOAbLA
npeudnurauny IgA. BoisBaeHHe aHTHTER MPOTHB M30AHTHIEHOB DPUTPOLIM-
TOB, a TAK)XK€ AHTHIE€HOB BAKLUWH MOXET PELIUTH BOMPOC O COCTOAHMM HMX
cuntesa. [lornorurenshad v nepesapuparolas, XeMOTakcyveckas H Merabo-
nuyeckas (HCT-tect) akTuBHOCTH MOryT ObITE KOMIEHCATOPHO NOBBILLEH-
HbIMH TIpY Ipyrux HUJI B cBa3H ¢ undexuneil. Kak nmpaBuno, BHABIAIOTCH
HMMYHHBIE KOMINUIEKCHI.

Ouenika obuieit reMONMTHUECKOM aKTHBHOCTH KoMntemexTa no CHS0
MO3BOJIAET BbIABHTL OONBIUMHCTBO HapylleHWH B 3To# cucreMe. OpaHako
3TOT MCTOJ, HE BbiABAAET HexocTarouHocTh B, D u nponepauna - pakropos
anpTepHaTMBHOro nyTtH. [Tpu HemoctatouHoctn C1-C8 ypoeens CH50 6au-
30K K Hym0, a C9 - cHukeH B 2 pa3a. ChwkeHue yposHs CHSO npu BUJL 3a-
BHCHMT OT TAXeCTH Aeduunta. [IpH aHTHOHEBPOTHHECKOM OTEKe CoLepKaHue
C4 n C2 u ypoeenb CHS0 noumxarorca. C4 u C3 MOKHO onipenessiTh METO-
oM panuansHO# HMMyHomHpdy3uu. Ux onHOBpeMeHHOe CHYKEHHE yKashl-
BaeT Ha aKTUBALMIO KOMIUIEMEHTa MMMYHHBIMH KOMITIEKCAMu, 2 CHHXKCHHE
ToNbKO C3 - HA aKTHBALMIO AJILTEPHATUBHOTO MYTH. 3TO BAXKHO JUIA UarHO-

147



ctHkv  Hedputa, BbeisBaHHOro IgG-antutenamu mnpors C3  (NeF-
HedpeTHueckuil ¢pakTop).

B kauecTBe npHMepa 00CAE€NOBaHHA HACEJICHHS MOXHO IPHBECTH
JaHHBIE CKPHHUHTOBBIX MCCIIEAOBAHU, BLINOJIHEHHBIX HAMM.

Cpean 20 000 nereii B cenbCKo#i MECTHOCTH HA OCHOBAHMH HAHHBIX
MEAHATPOB ¥ MO AMArHOCTHYECKON aHKere Bblaeneno 9000 nereii mo 5-
JIETHEr0 BO3pacTa, KOTOpPBIC 4acTo Gonend PpecnUparopHBIMH, THOWHO-
CeNTHYECKHMH U A/NICPrHYeCKUMH 3a601eBaHHAMH (YIPOXKAEMbBIE 10 HMMY-
HopenuuTHOMY 3aboneBaHuio). [nd MMMYHOMOTHYECKOrO O0CNenoBaHUA
no Tectam | ypoBHs (MMMYHOACPHUMTHBIA BapHaHT HMMYHHOIO CTaTyCa)
u3 9000 BriGpano 288 (3,2%) nereit. B cOCTOAHMH KIIHHHYECKOTO 3AOPOBLS Y
HUX BLIABAEHB AOCTOBEPHbIE H3IMEHEHHs B nomynauusax T- u B-numdommror
H nucbanavc uMMyHornoOyanHoB. Konuvectso T-wierok 6uu10 cHipkeno (1-
A rpynna 18+1,4%, 2-a - 28+2,6%), ypoBeHb B-nuM¢onmToB Gbist CHIDKEH Y
30%. Y 60% H3 3THX KeTei onpeaenniack AMCCHMMYHOPNIOOYTHHEMHA THNA
Gam, y 28% - GMa, y 12% - gMa.

Ipu o6cnenoBaHHMN ceNbCKMX AeTell BHIACHHIIOCH, YTO Mnpeobinagar-
was KNMHHYECKas «Macka» WMMYHOAe(PHUUTA - XpOHUYECKas Auapes C FH-
norpodueit, runepnIasHa BUIOYKOBOH Kese3bl H PELUAHBUPYIOUHE FHOM-
Ho-cenTH4eckue 3aboseBaHui. Ilpu obcnenoBaHuH AeTed ropoackoro paii-
oHa u3 20 000 sriaBneHo 8000 4yacTo 6onelolMX AeTei B BO3pacTe A0 5 Jer.
HaHHbie, cBUAETENBCTBYOMME 06 UMMYHOASPHLIHTHOM CTATyCEe, HMEMMCh Y
54 nereit (0,67%). CnenoBaTenbHO, B CEIbCKOM palioHe yallle BCTpEHaIHCh
IeTH, HMeBIIWE NPU3HAKU MMMYyHoAedUUHMTHOH Gonesnu. MIx nokaszarenm:
konudectso T-numdoumtos y 17 mereit (34+0,8%); y 12 pereit BbisBNeHa
IUcuMMyHornodymemus THna GMa, y ocTajibHbIX - ApyTHE U3MEHEHHS.

[Ipu manbHefieM KIMHHYeCKOM HaGMOAEHHH OKa3anoch, YTO y ro-
poAckux neteil ObLTH Takue KIMHHYECKHE «MAacKu» UMMYyHoae(HUMTa, Kak
nuMboaneHonatiu (29%), punocunyconaruu (40%), HeanexBaTHaA peakLUs
Ha HMMYHH3aUMIO H JIeKapCTBEHHbIe npenapartsl (26%), GpOHXONHEBMOHMH
(5%). PoguTeny ropoACKHX AeTedl, MO JaHHLIM aHAMHE3a, Jalle UMENIH Xpo-
HHYeckue ouard MHPekuMu, opraHudeckue 3aboneBanus CcepaeyHO-
COCYNHCTOM CHCTEMBl, OPFAHOB MUIIEBAaPEHHS U aJIePrHYScKHe peaKiuu.

Ha crauuoxapHoM 3tarie 60nbHbIE, MOCTYNHUBIIME HA JEYEHUE TOChe
AMUAEMHOJOTHIECKOr0 CKPHHMHIA WM HaNpaBJicHHbIE OOLIYHBIM MyTeM,
obcnenyoTes o ONMHAKOBBIM CXEMaM C yueTOM OCHOBHOro auarHosa. Kax u
B CJTy4ae 3MHUAEMHOJIOrHYecKkoro o6cnenosatu, xanoGsl GoNbHOro, aHaMHes
H O0LeKTUBHBIE KIMHUYECKHE NAHHBIE CIYXAaT UCXOAHBIM HAMpaBJIEHHEM
HMMYyHoOry4eckoro obcnenoBaHus. BHIABAAIOT HalM4YKHe B aHAMHe3e NpH-
YyuH, crmocobHex Bbi3BaTh W, cBA3b obocTpenum 3abGosieBaHuA € 3THMH
npuunHaMu (npoeccHOHanbHbie WMMYHONETIPECCUBHEIE areHTHl, LMTOCTa-
THYecKas Teparnus u Op.).
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KiHuuyecKHe npusHaku pazanuasix W

ITo KIMHUYECKUM TIPOABIIEHHAM MOXHO NPEANoONOKUTENLHO CYaUTH O
HAIMYHK TOrO WJIH HHOro nedexra B CHCTEME HMMYHHTETa. 3TO B MEPBYIO
ouepens Kacaercsa nepsiunbix VJIB, cnoxHee aeno o6CTOHT CO BTOPHUHBIMU
701123 :

T-xnerouHsie nepuuuTel Hanbonee 4acTo BCTPEHAETCd TOrAa, Koraa
HMEIOTCA:

1) BupycHble MH}EKUUH, B TOM YHCAe MOC/ e HMMYHHU3AUHNM, LIMTOME-
raloBUpyCcHas HHQeKLHs, reprnec, BETPAHAA OCMA, MMraHTOKJIETOYHEIE MHEB-
MOHHKH, FeHEpaNH30BaHHad MUkoOaKkTepHanbHas WHPEKIMA Nocne BaKUWHa-
uuu BIDK;

2) opanbHbIll KaHAMAO3 MOC/IEe XUMHOTEPANHH, aHTHOHOTHKOTEpANHK
(nepcuctupytowmit Gonee 6 MecALEB); KOKHO-CIAH3UCTbI KAHAKAO3;

3) PTIIX ¢ annoneuueii, spuTpoaepMHedi nocse TpaHCMIAHTAUHH KO-
CTHOIO MO3ra WM MepenHBaHusd KpOBH H B3BECH JICHKOLIHTOB

4) cturmbl - mpusHakd nepBHuHbIX T-knerouneix aeduumros (du-
JDKOPIKH - BHOMATMM THLIA, YIIHBIX PAKOBHH, CepALA);

5) numdonenus (1,5x10%/1 W meuble) ¢ nedULMTOM MANBIX (IHAMET-
poM Meree 10 MkM tMdoLHTOB);

6) CITU[ - cHHAPOMBI, accoLUMHpoBaHHEIe ¢ capkomoit Kanowm, nua-
peel, HHeKuHeH «ONMOPTYHHCTUUECKHMH» MHKPOOPraHH3MaMH;

B-xnetounsie nedextbl (MMMyHOT00YNUHOB M [p.) BEPOATHbE NPH
HATHYHH:

1) peuMauBUpYIOIMX OHOFeHHbIX WHpeKuMiA CTaPHAOKOKKAMM,
CTPENTOKOKKaMH, reMopunbsHO# nanoykoi, CerncHc, MeHHHIUT;

2) nepcUCTHpPYIOIEH rUnepIUia3sud MMMQPaTHYECKHX Y3IOB KHUIEYHH-
Ka;

3) NOBTOPHBIX 3NMU30A0B HOHHO-CENTHYECKKX 3a0oneBaHHil, CBA3aH-
HBIX C HECTIOCOOHOCTBIO K OTBETY Ha GakTepHaibHble NOSHCAXapHAB! (THEB-
MOKOKKOBYIO BaKI{HHY H Ap.).

Hedextol paroumros MoryT 6BITh Mpu:

1) peunauBupyrommx abeueccax (aedeKT KHLIUHEA GaKTepHii)

2) nokaneHeX OaKTepHANbHBIX HHGEKUMAX (HapyIEHHE XEMOTaKCH-

ca).

HenocrarouHocTs xoMmieMeHTa:

1)cebopeliHblii xepMaTuT GBIBacT I HEAOCTaTOYHOCTH C5

2)peunauBHpYIOiNMe THOHble HH}ekuun - C3 (apyrue — cm. Taba.

2).

HaunGonee seposTHb HMMYHOIEGHLMTEI B TEX CITydasX, KOrAa HMeer-
Csl COUETaHHe HECKONBKUX KIHHHYECKHX M NabOpaTOpHBIX MPH3HAKOB, 0CO-
Genno, npu Habmoaenun GonbHOro B OuHaMuKe. JloKa3aTeNbCTBOM HKMMY-
HoneHLMTA ABNAETCA BhIABJIEHHE CTONKUX HapymieHuii B CH,
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HecoMHeHHO, Henb3a CYMTATh HMMYHOIE(GHLUHUTOM MHOTOYHMCICHHbIE
TPaH3UTOPHbIE MOMYJALMH TeX WAHM Apyrux mnokasatench CH, xoropbie
BCTPEYAlOTCA NP LENOM pane 3aboneBaHmii U BO3NEHCTBHII Ha OPraHM3M, HO
MO CYHIECTBY OTpaXaeT HOpMabHyI0 peakumio CH Ha pasgpaxutens. YMe-
peHHoe cHukeHue ypoBHa T-numdouMToB H moBblmeHHe koanyecTsa B-
JHMQOLHTOR 3 KPOBH NpPH BaKLKHALMH, HMMYHH3aUHH H T.A., BCEra CONpo-
BOX(IaeT HOpMabHEIH HMMYHHBIH OTBET, a NOC/E ero 3aTMXaHUA NOKA3aTENH
BO3BPAILAIOTCA K HCXOMHBIM. TakHe H3MEHEHHA NO3TOMYy He TpebyloT Kop-
PEKUHH.

OTAHYHTL BTOPHUHBIH UMMYROAEHIMT OT NepBUYHOro ObiBacT TpyA-
HO, 2 UHOIZA HEBO3MOXKHO. JleNo B TOM, YTO NEPBHUHbIN UMMYHOACHULHT
MOXeT ObITh CKpBITLIM, 6e3 KInHHYeCKHX MaHudecTaumii, U nMposBaAseTcA
TO/BKO MOCAE TOTO MAH APYroro NPOBOLMPYIOUIEro BO3aeHCTBUA WiH 3a60-
nesanun. Takne 6eccuMnTOMHBIC NEPBUYHbIE HMMYHOACPULMTE MOXKHO 00-
HapYXUTb Y NPAKTHHECKH 3X0poBLIX moxell (Hanpumep, aedpumt IgA). o-
Ka3aTh BTOPHYHbIH XapakTep WMMYHOREPHUHTA MOXKHO NHIIL B TOM CITy4ae,
eciiv paHee y 60ibHOTO HMeHCh HOpManbHble nokasareny HUC, a so3nelict-
BUE MPHUUHHOTO WMMYHOIEMPECCHBHOrO (akTopa (HanpHMep, AeHEeHHE Liu-
TOCTaTUKAMH) OYEBHIAHO.

Cnenyer y4ecTs Takke, HTO HMMYHOAS(HLMTH MOTYT OBITH HE TOABKO
o6mMMH, HO U MeCTHHIMU. Bonee Toro, MeCTHas HEAOCTATOYHOCTL KaKOro-
160 GakTopa HMMYHHTETA MOXKET BCTPEUATHCA Yallle, YeMm obuas.

Hins wapywenuit CH npu sTOpuUHBIX HMMyHOoAehuunTax ¥ BUB xa-
PaKTEPHO HE CTONBKO H3GMPATENbHOE YTHETCHHE M AKE OTCYTCTBHE OHOIO
u3 3BereeB CH, croiicTBeHHOE B GoMblilei cTeneHy MEepBUHYHBIM HMMYHORE-
¢uuHMTaM, CKONBKO CTOMKHMIA muc6anaHc paznuuHbIX GAKTOpOB M MoKasare-
Nelt aToH cHUcCTeMBbl (CABHIM B COOTHOIICHHM NOMYNALMA H CyOnoOmynsipui
NUMGOUMTOB, HHCHMMYHOrNOOynuHemua ¥ ap.). Iloatomy nabGopatophas
OHArHOCTMKA BTOPHUYHBIX HMMMYHONE(HIMTOB AOJDKHA OCHOBBIBATECH HE
TOJNBKO Ha BeUuMHaX mokazateneit CH, HO U Ha UX COOTHOLIEHHSAX, MO3BO-
JAIOIMHX HAXOOUTh AMATHOCTHYecKHe Ko3dduiMenTsl, Hanbonee XapakTepu-
3yIOLlMe KOHKPETHBIH BHI NMMYHOAeDHLIATA.

JlaGoparophoe obcnenosaHue He BCerha MO3BOMAET YCTAHOBHTHL TOY-
HYI0 JIOKaM3alMIO HMMYHHOTO e)eKTa, T.K. KOTHIECTBO TECTOB BeChMa Or-
PaHHYeHO, a IeeKT MOXET JT0KANH3OBATHCA B IIOOOM reHe, yJacTBYIOUIEM B
CHHTe3e MOolNieky), peuenrtopos, uutokuHoB CH. Omxako, u3-3a Heo6xoau-
MOCTH KOMMeHcanmu Aedexra, apyrue noxasarenn CH usMensioTes, mosto-
MY 4acTO HaxomAT aucbajiaHc ee nokasaresieil, 4To CIyHT kputepueM U], a
nepBuyHas obwas BapwabensHan MJIB wnu Bropuunbiii Bapuabenbuelii ML
caMble pacrpocTpaHeHibie Auarsossl. bonee Toro, npemaraercs ycraHas-
NHBaTh AMArHO3 UMMYHOAehMUMTA TOJNBKO M0 KIMHHYECKHM AAHHLIM - Ha-
JIMYHIO XPOHMYECKOro BOCHAIHTENBHOrO Mpouecca, B KOTOPOM YHacTBYIOT
YCROBHO-NATOr€HHble MUKPOOPraHK3Mbi.
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Jleuenne ummyHoaePHUHTHBLIX Goe3Hel

Jleyenue neppuuHbix TsKenwnix MJI u cumapomoB nocite yTouHeHus
JANarHo3a AOHKHO MPOBOAMTECH B CIICLHANH3HPOBAaHHBIX LenTpax. [Ipenio-
JKeHb! CTaHAApTH uX JeueHna (XautoB P.M., 2001) c yueTom MexaHn3mMoORB
pa3BuTHA.

Heobxomumo cobmopars obmue npuHuuns nevexdna UIb u obocuo-
BaTHh AACKBATHYIO TEPAIHIO.

Tepanua GOMBHBIX C UMMYHOACHHIHTHHIMH 6ONE3HAMN BKIIIOYAET:

1) ycrpaHeHHe CHMITTOMOB KIIMHHYECKMX CHHAPOMOB, B TOM “HCIE
HHGEKIIHOHHDIX;

2) KOpPEKUMIO CAMOr0 HMMYHOJIEPHUNTA;

3) npodunakTHKy petHAMBOB M OC/IOXKHEHMI HMMYHOAChHUMTA.

EcrecTBenHoO, 4TO KOKAOE H3 ITHX HanpasJieHuii Tpedyer CBOUX MeTO-
nos u noaxonos. [loatomy cxembr nedenns UJb - ato komnnekc meauka-
MEHTO3HBIX W HEMEAWKAMEHTO3HEIX MEPOTPUATHH.

ITpoAOmKHTEILHOCTL CTAMOHAPHOTO JIEYEHHA 3aBHCHT OT XapaxTepa
Y TshKecTy OOIE3HH U COCTABIIAET OT 3 Hep A0 2-X Mec.

lienu u pe3yneTaThl JICUCHUSA:

- TMKBHAALMA OCTPBIX KNIWHUYECKHX CHHAPOMOB H HX OCJIOXKHEHWH

- JOCTHXKEHME KIMHMYECKOH pEMUCCHH

- npodHUNaKTUKa PELIHANBOB

Ilpodunaxruxa undunuposanus 60ALHBIX

Jlnst yMeHbLIEHUs KOHTAaKTOB 60JIbHOrO ¢ MHKPOOPraHH3IMaMy MpHMe-
HAIOT pa3iUYHbIe CIOCOObI H3OMAUUH.

H3zsecTHb! MPOCTHIE H TEXHHYECKU CROXKHBIE METOABI NpodUIaKTHYC-
CKOM mM3onauKHK. K mepBbIM OTHOCATCA: BbieNeHHE OTASNBHON NanaTH ¢ ca-
HHTapHbIM y3J10M (6okca) 413 60/HOr0; HCNOABIOBAHHE MEPCOHANOM CMe-
HAEMBIX XanaroB, Macox, NEpYaTokK, TIATEABHOTO MBITES pyK; GONbHBIM 3a-
TIPeLIaloT Chipble GPYKTHI, OBOLIH, MONOYHBIC TMPOAYKTH ~ BO3MOXHBIE HC-
TOYHUKM MPaMOTpHLEATENbHBIX OaxTepuit. bonee cnoxHeie TEXHONOTUHM Ha-
TpaBiAeHbl H2 OYMCTKY BO3IyXa OKpyxawowero GombHoro. Hcnonwsyrorea
U30JIATOPbl ¢ MOCTOAHHBIM MOJOXHTEALHLIM AaBIEHUEM BO3AYXa; MANaTKM
W3 MIaCTHYECKHX MAaTepHaNoB, B KOTOPBIX BO3AYX QUHLIAETCA ClEiMalbHBl-
MM YCTAHOBKAaMH; JaMHHApHBbie YCTaHOBKM, KOTOphle O0ecrnieuuBaioT Ha-
NpaBieHHOE OBHKEHHE OYHILEHHOTO BO3MyXa.

Cuctema MHoroseTHeil H301auMH Gbina anpobupoBaHa npu yxone 3a
aMEPHKaHCKUM ManbYrKoM [I3BHAOM, CTpanaBuIMM TKENHIM KOMOMHMpO-
BaHHBIM HMMYyHOACHNUHTOM. PeOGeHOK ObLI POXKAECH B CTEPHIILHBIX YCIOBHAX
AyTeM KecapeBa CedeHus H Cpasy ke MOMeuieH B CTepPHIIbHBIE M30IsITOp, B
KOTOpOM OH mpoxun 12 ger. OnHako, Jaxe B YCHOBHAX rHOTOGHONOrMYE-
ckoro conepxanua Jlseuna 6buta 0GHapy*#eHa KOJIOHW3aLUMUsA ero MoKpoBoB
H CTEH H30/ATOpa HEKOTOPLIMH CanpogUTaMH.
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HccaeaoBanus TAxeNbIX oHKOoruueckux 6onsHubix ¢ U1 He BrisBuAK
CYUIECTBEHHBIX NMPEHMYINECTB CTPOrod M30/ALHMU B MPEAYNpPEXACHAH HH-
(peKLMOHHBIX OCJIOXHEHHH NO CPaBHEHMIO C IIPOCTON H30JALMEl, MOTOMY
4TO B 3THONOTHH HHPEKLHUI y HHX OCHOBHAA POk NPHHALIEKHUT ayToduiope.
ITo3TOMYy BHELIHIOIO H3OAALMIO, KaK MPABHMJIO, COYETAIOT ¢ AeKOHTAMMHALM-
il KHIEYHHKA H NOKPOBOB AaHTHOMOTHKAMM M aHTHCENTHYECKUMH CPENCT-
BaMH, YTO OCOGEHHO BXKHO B NIEpHO/ IO H 1TOCNEe TPAHCMJIAHTALMY KOCTHOIrO
Mo3ra. Ba)xHO OTMETHTD, 4TO MOOO#H cnmocob NEKOHTAMHHAUHKH OKa3bIBAETCA
He3h(PEeKTUBHBIM TIPOTHB IHJOrEHHBIX BHPYCOB repneca, UWTOMErajuM M
APYTHX, KOTOPbIE YacTO CTAHOBATCA NPU4HHOMK rubenn 60bHbIX.

I'norobuonorudeckoe comepxanue npy neppudkbix U1 npumenser-
cA, TAaBHbIM 06pasoM, y GONBHEIX ¢ TsOKeNnbIMU KoMGHHupoBanneiMu UJ,
pexe - y 6onbpHBIX ¢ cHHApoMOM BuckoTrTa-OnapHya H XpoHHYECKOil rpaHy-
N1eMaTo3HO#R Gose3HbIO, ecnH OOJIBHBIM HE NEPEeCaXKHBAIOT KOCTHBIA MO3T.
Jns GonswinHcTBa 60MbHBIX ¢ mepBHuHbiMU W], TpaHcnsanTaums kocTHoro
MO3ra He noKasaHa, o3ToMy HCIONAB3YIOT MPOCTbie POPMBI 3aLUMTEL.

BonbHble ¢ neppuuHpiMH U1 HyxaaioTcs B 0COG0M IOMaIIHEM PeXxu-
me. Jersm ¢ taxkeneimn W] u Bbicoxo#t nHpeKIMOHHOMA 3a60neBacMOCTBIO
MOKa3aHO AOMaluHee BOCMHTaHHE H 00yueHue. B 3aBHCHMOCTH OT GopMmBI
K Bonpoc o crenenu npopHIaKTHIECKOH H3ONALMH PEIacTCA WHIHBUITY-
ansHo. Bo Bcex caywasax uenecoobpa3HO npenocraBieHue GOMLHOMY OT-
HebHOH KOMHATbl, MCK/TIOYEHHE ero KOHTAKTOB C WH(peKUMOHHBIMM GOJIB-
HBIMU.

Ycrpanenue sTHosIoru4eckoro gpaxropa. JTo KacaeTcs npexae Bce-
ro sropuutibix HUJIb, koraa NpUCYTCTBHE M3BECTHBIX BpedHbIX (GaKTOpOB,
npodeccHOHANbHBEIX AreHTOB OKa3bIBAET HMMYHOMENpPECCHBHbIE BO3ASHCT-
BUA. OTH npodeccHOHANbHBIE areHTH # GakTopbl HEOGXOAHMO YCTPaHHTh.

Tepanus HHGEKUHOHHBIX OCTOKHEHNIH

Tak kak W]1 nposAsadoTcs HHPEKUHOHHBIMH OCIIOXKHEHUAMH, TO MPO-
THBOMMKpOGHasA Tepanus 3aHHMaeT KIOYEBOEe MECTO B MX Jeuenun. BuiGop
NpenapaToB 3aBMCHMT OT BHJAa MHKpodnopkl M ocobenHocreit U, OaHako
4acTo HeoOXO0AWMa KOMILIEKCHAs Tepard H3-3a Hald4MA accolMaluii MHK-
poOpraHM3MOB.

AHTUMHKPOOHBIE CPEACTBA HE TOJIBKO YMEHBIUAIOT K03y HHPEKTOB, HO
H, paspylias KX, CO3NAIOT «ayTOBaKUMHBIY, cTUMynupyloiue CH. Ipotuso-
BUPYCHBIE TNpenapars!, MPENATCTBYIOMHE PEIUTHKALUH BMPYCOB, OCBOGOXK-
JalOT UX HYKIEMHOBbBIE KUCIOTHI TS MHAYKUWH MHTepEpOHOB, a KarnCHA-
Hele GelKu IUIA akTHBAlM aHTHTENoreHesa.

AunTHbaKTepHanbHble NpEnapathi, paspyluas 0aKTepHy, ocBOGOXKAAOT
CTPYKTYpbi, Paclo3HaBaeMble KIETKAMH W TyMOpPaibHbIMH $aktopaMu Bpo-
MASHHOTO WMMYHHTETA: JIHIIONONUCAXaPHIbl, TENTHAOTIMKAHEL M IPYTHE,
Kotopble axTuBupytoT CH, popMHpOBaHHE ananTUBHOrO HMMyHHTeTR, OCO-
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6eHHO 3 peKTHBHEI NpenapaTsl, KOTOPHIC HE TOJBKO He YTHETAlOT, HO CaMu
CTMMYJIMPYIOT, pa3BUTHE MMMYHHTETA.

AHTuGaxktepransHas Tepanus. Ilpu cpeanersxensix U 6akrepuans-
Hble HHPEKLHH YacTo peitnaAuBUpyIoT. JledeHue BIUTIOUaET OCHOBHOM Kypc M
noagepxxusaloulyio Tepanuio. Mcnonb3ylorcs Bce NPHHLUMIB COBPEMEHHOH
pauHoHanbHOH aHTHOakTepHamsHOW Tepanuu. ONHAKO ANUTENBHOCTH ¢
npespiuacT B 2-3 pa3a nepuon JiedeHus oObrHbIX; 60nbHbix. [IpuMenstoTes
BBICOKHE A03bI aHTHOMOTHKOB IMMPOKOr0 CHEKTPa AEHCTBHA, HX KOMOuHa-
UMK, AJHTENBHBIE KYpChl Kakaoro npemnapara (go 10-14 aueit npu ero 3¢-
¢dexruBHocTH). Kynuposanue oboctpeHnii G6aktepuansHuix HHPEKUHI noc-
THraeTcs, KaK NpaBuiio, NOCIIeA0BaTENbLHEIM poBeAeHHeM 2 -3 U Gonee Kyp-
cOB aHTHOHOTHKOB, 06IIell MPONOKUTEABHOCTHIO HE MeHee 4-5 Henenb.
IMpoxomKUTENbHOCTD JIeUeHHA OJHHM MpenapaToMm coctasager ot 10 go 21
IHA. DMNupudeckas aHTHGaKTepHanbHas Tepamua Ha3HaYaeTCA, Koraa Heus-
BECTHA NMpHYHHA JINXOPAJKH, HO NPENIONAraloTCa rpaMoTpHLATENbHBIe Gak-
Tepuu. Yacro ucnonssyior uedanocnopunsl (100 Mr/kr/cyTkn) ¢ aMUHOTIH-
KO3MAaMH (B MaKCHManbHO# no3e). BoneneiM ¢ cunapomom Buckorta-
Onapyya #X BBOIAT BHYTPUBEHHO H€peE3 KareTep, Tak Kak NpH B/M BBEAECHUU
BO3HHKAIOT reMaToMBL.

BHe 00OCTpeHHA MOAACPXKHBAIOUIYIO TEpalulo NPOBOAAT TPHMETO-
npuMoM-cynnpomerokcaszonom (S mMr/kr/cytku). IIpu nevyeHHH MHEBMOHMIA U
Opyrux UHGEeKUUH NPUMEHSIOT CTYNIEHYaThH NPHHIMIL BHAYaNe BBOAAT aH-
THOHOTHKM B/BEHHO (2-3 aHA), @ NOC/E KIHHHKO-1a00paTOpPHOro yay4leHHa
nepopanbHo (5-8 mHeif). Ucnons3yioT uedoTakcum, uedrasuanm, uedrpuax-
COH, OQUIOKCalKH, uedypoKcUM B BUAE MOHOTEPANHHU B KOMOHHALHM C MaK-
posaamMu u dTOpXUHONOHAMH. Makponmuabl HE YrHeTaloT KOCTHBIH MO3T,
XOpOoLLO NPOHHKAIOT B TkanH. KpuTepuaMu nepexoaa Ha nepopanbHbIi Npu-
€M aHTHMOHOTHKOB MPH MHEBMOHMAX CTYXKAaT: YMEHbIIEHHE Kallllld, pecinupa-
TOPHBIX CHMIITOMOB, HOpMaJIH3aUis TEMIEePaTypbl, KOMUYECTBA JICHKOILMTOB
B KpOBW, OTCYTCTBHE MPHU3HAKOB AECTPYKUMH U MOPaXeHHi pa3siHiHbIX Op-
raHOB U CHCTEM, MeHEpATH3alLIHK NpoLiecca.

IIpn nHeBMOHMAX Ha ($oHe HeHTPONEeHMH (30JOTHCTHIH CTaUIIOKOKK,
KHIe4Has rnano4xa, ceBIOMOHanbl, rpHObl) MokasaHbl MEITOLULIMH WIH
BAaHKOMHMIMH Ha NepHojl HelTponenuu. B ciydae otcyrcTeus addexra B Te-
dyeHue 24-48 yacoB uenecoobpaszHo npuMeHeHHe amdoTepuuuHa B u 3pHT-
POMHLMHA.

IMpy TAXeNbIX MHpeKuusX (CENCcHUC, HEPUTOHUT U AP.) HA HAYATBHOM
3Tale JeUCHUS MPUMEHAIOT 3MIIMPHYeckoe aHTHOaKTepHaIbHbIe NIPEnapaThl
¢ IIMPOKHUM CIIEKTPOM neicTBus: Ledanocnopuusl [1I nokonenns (uedamu-
3MM M Ip.), QTOPXUHONOHB! (UMNpPOdJIOKCAUHH U Ap.) M KapOaneHeMOBHIe
aHTUOHOTHKH - MEpONeHeM ¥ HMHIIeHeM, OCOGEHHO 1IpU BEPOSATHOCTH aHa-
3pobHoit HHbexunH. O6bIYHO HAYMHAKOT C MOHOTepanuu (MeponeHeM 1 r 3
pa3a B CYTKM BHYTPUBEHHO) IpY HOPMATM3aUMH TeMmmeparypsl uepes 48-72
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4aca seyeHue npopomkaiot. Ecniu obHapyxkena P.aeruginoza, To pobasnsior
aMMKaUWH WM UMnpo@aoKcalH UM ApYroil npenapaT CornacHo YyBCTBH-
TeNbHOCTH BbiAeNneHHbIX OakTepuii. IIpu orcyTcTBUN 3¢ddexTa B nepsrie 72
4aca JONOJHHUTENBHO Ha3HAYaloT B/BEHHO BaHKOMHUMH. OGbMMHBIE KOMOU-
HaUMM -1Ba GaKTepULMAHBIX HIH AB2 GaKTEpHOCTATHYECKMX aHTHOHOTHKA.

CxeMbl neYeHHs OMpelensioTcad HHAMBHAYANBHO UIA Kaxaoro 6onb-
HOro: TMpH HenpepsBHO-PELIMAMBHPYIOIMX 6akTepHanbHbIX MnpoLeccax
GombHBIE HYXKAAIOTCA B JMTENBHOU, HHOTAAa MHOTOMIETHeR W daXe MOXH3-
HeHHO# aHTHOaKTepHanbHON TepanuM NPEepbIBUCTBIMH HAM HEMPEPLIBHO MO-
BTOPAEMBIMH KypCaMH.

AHTnOakTepuansHas Tepanua npH HJ1 npuMeHseTcs He TOAbKO € jie-
ye6HOM, HO U ¢ podunakTHueckoi Lenbto. Tak, GOALHLIM C TyMOPANbHBIMH
U KOMOHMHUPOBaHHBIMH HMMYHONEQHLMTAMH, HAXOMAIHMHCA HAa peryisap-
HOH 3aMECTHUTENBHO! Tepanuu HMMYHOrIOOYIHHAMH, MOTYT NPOBOANTHCH
KOPOTKHME KYPChHI aHTHOMOTHKOB B MPOMEXYTKaX MEXAY BBEACHHAMH Ig-
npenaparos, TakuM nyteMm 6osiee yCNelHO MpenynpexaaloTca HHgpekuHOH-
Hbie 00OCTPEHHA H TOBBIILAETCA SPPEKTHBHOCTL CaMOil 3aMECTUTEALHOH Te-
panun. [Ipu XpoHudecko# rpatynemarosHoii 6ose3nn, nocrosHHas npodu-
NaKkTH4ecKas aHTHOHOTHKOTEpanus CUHTAETCS OCHOBHBIM CPEACTBOM Npeny-
fpeXAeHUs pa3sBHTUA OMACHBIX AN XKH3HH HHPEKLMOHHBIX OCAOKHEHHIA.

Ponb anTHOakTephanbHOi Teparmiy B NocnedHee BPEMA BO3PACTaeT B
CBAI3W C MOABJEHHEM HOBBIX MOKONEHHH aHTHOMOTHUKOB, OOnanaloWUX Mo-
MUMO GaKTepHOCTATHUECKUX U GakTepUUMAHBIX 3 dexToB, NPAMBIM HMMY-
HOCTUMY.IMpYiIoKM aelicteueM. HasHaueHHe Takux rpenapaToB onpeaesis-
€TCA BUAOM IOedeKTa, KOTOPbIH OHM MapauiefibHO MOrYT BocnonHuts. [To
MOKA32BHAM M YYBCTBHTENBHOCTH MHMKPO(IOpB 04aros HHGeKLHH npume-
HAOT: uedanocnopudsl (uunpodnokcaunH, uedTazdaum), uedoTaKCUM
(xnadopan), ueknop, uedpHakcon (poledHH), B BOIpACTHLIX 103aX ~ OT 2 A0
4 nenmens; aMHHOITIMKO3WAB! (FEHTAMHUMH, aMUKaLMH, TOOPAMULIVH B Teue-
Hue 2-4 Hepenb); MEHULMIIMHB (aMMMOKC, AMOKCHLMIIMH, aMOKCUKNAB),
umneHeM + TueHaM (15 Mr/kr 4 pasa B CyTku 2-3 Hen); cynbbaHuIaMuab!
(TpumMeTOnpUM-cyabdaMeToKCca30l - B Bo3pacte 6 Hel - 6 mec no 120 mr 2
pasa B CYTKH, 6 MecC - 5 et - 240 Mr 2 pasa B cyTkH, 6-12 ner - 480 Mr; Hak-
TPUM, CEKTpHM) B TedeHHe 3 Hen - 2 Mec. [Ipu rHOMHBIX MOAOCTHBIX MpoLec-
cax (cuHycuTax, OpOHXHTAX) - NMPOMBIBAHHE, JlaBaX GPOHXOB, MYKOJMTHKH;
TIPH KOXKHBIX MOpaXeHUAX — aHTHOaKTepHanbHbie Masu, oO6paboTka aHTH-
CeNTH4YeCKUMH pacTBOPaMH.

IlIpornsorpubrosas Tepanus. IIpotuBorpubkoBble npenaparbl y
6oneHex ¢ UJ1 npuMensior ¢ neuebHoi U npodunaxriueckoi uenbto (Cep-
rees }0.B. u ap., 2003). BonsHele ¢ pasnH4HbIMH GopMamu U]T HeoxHHAKO-
BO YYBCTBHTENbHBI kK rpHOKOBO# HH(EKUMH. Y GOJBHBIX C TYMOpPANbHBIMH H
MHOTHMH KOMGHHHMpOBaHHBIMU NedexTaMu rpubkoBas uHGeEKUHs BCTpeva-
eTcs He 4acTo, MO3TOMY NMPOTHBOrpHOKOBbIE Mpemnaparbi (HUCTATHH, JIEBO-
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puH, AMdIIOKaH, KIOTPUMA30N) NPHMEHSIOTCA B NPOQHIAKTHYECKMX A03H-
POBKax ITPH MOBTOPHBIX Kypcax aHTHOHOTHKOB,

Benyulee 3HayeHHe NPOTHBOrpUOKOBas TepanHs npuobperaeT npw Jie-
YEeHHM reHepalu3oBaHHBIX (opm rpubkoBoil HHpekuUnH. OCHOBHYIO Mpo-
6nemy npencraBnseT HHbeKUMa KaHAMAaMM npy Takux HJl kak xpoHuue-
CKHM# KOMCHO-CAM3MCTBIH KaHAUZ03, cMHApoM [In JHKOpmkHM, Tskenas KOM-
GHHMPOBaHHAS UMMYHHas HEJOCTATOYHOCTh. Y TaKMX GOMBHBIX MOFYT ObITh
NOpaXKeHUS KOXHM M CIH3UCThIX obosnoyek rpubamu Candida n Aspergillus,
HO BO3MOXHBI H TAxensle HHbekuuu, ocobedro npu CITHU/L u pake Bbicoko-
narorenHbiMu Histoplasma capsulatum, Coccidiodes immitis; penko Bctpe-
qarotes heorudomuxozsl (Curerdaria spp., Alternana spp. n np.), 3urommxo-
3bl (Rhizopus spp., Mucor spp.), ruanoriudomukosst (Fusarium spp. u ap.) 8
CBSI3W C JHOOIeHHOH KONIOHM3auMed. Y 3TuX GONBbHBIX AaXe HeNmaTOreHHbIe
JPO3OKHA MOTYT BBI3bIBATH JeTalbHbie HHbEKUNK.

JnvtenpHoe BpeMsi OCHOBHBIM MPOTHBOIPHOKOBBIM INpENapaToMm MpH
pacrnipocTpaHeHHOM KaHaupose ABasnca amdorepuuma B. Ipeumyuwectsom
ITOro mnpenapaTta SABASETCA €ro BBICOKaf 3(PPEKTHBHOCTE M BO3MOXKHOCTH
BHYTPUBEHHOTO M JHAOAIOMOanbHOrO BBeAeHHA, uTO ObIBaeT HeoO6XOAMMO
NpY BHCLEPATBLHBIX KAHAWAO-3aX HAH KaHAWAO3HOM MeHMHrurte. OaHako
npenapaTr TOKCH4YEH, 4TO OrpaHHYHBaeT ero NpHMeHeHHe Haubonee TAxXeNbl-
MH MHKo3aMK (ipn uHbekumu acniepruinamu no 1 mMr/kr/cytku 6 mec). Me-
Hee TOKCHYHA ero junocoManbHaa dopma - ambuzom (3-5 mr/kr). Heonac-
Hble A1 JKM3HU TI0BEPXHOCTHBIE KaHAMAA-HHPEKUNH, B YACTHOCTH KOXKHO-
CIU3NUCTBI kaHAMNO03, 3PPEKTHBHO YCTPAHAIOTCA NMpenapataMy MMHAA30Mb-
Ho#t rpynnei. Kerokenason (Husopai, opyHran) B no3e 200-400 mr B cyTku
NPHBOAMT K OYHIIEHHIO CIU3UCTBIX OT HANETOB MONOYHHLbS B TEUCHHE 24-72
4acoB, YCTpaHeHHe KOXKHBIX MoBpexacHuil Tpebyet 2-9 Heaenu. DHTepas-
HOE JieyeHUe Lenecoobpa3HO COYETaTh C MECTHBIM MIPHMEHEHHEM MPOTHBO-
rpubxoBbIX Maseil W xuakocreit. HecmoTps Ha xopownii 3¢gdexr, HaGno-
JlaeMbIil Ha MPOTAKEHUH BCEro Kypca neueHus W B 6nkaiilee nocne ero 3a-
BEpLIEHHA CPOKH, OTMEHA Mpenapara MPUBOAMT K MOCTENEHHBIM PELIMANBAM
rpubkoBbix nopaxeHuil. [Io3ToMy cxemsl nedeHUA GONbHBIX XPOHUYECKHM
KaHAMA030M HHAMBUAYaNbHbI. Manas TOKCHYHOCTH AudIokana u xopoiliad
NEPEeHOCMMOCTh GONbHBIMH MO3BONSET NPOBOAMTE IHTEABHOE JIEYEHHE da-
K€ y ManieHbKHUX Jerei.

BonbHblE XPOHHYECKHM KOXHO-CIH3HCTBLIM KaHAWAO30M MOTYT CTpa-
AaTh TaKKe PelMIAMBHPYIOMIMMH H XPOHUYECKMMH GakTepHanbHEIMUH HHPEK-.
uusamu. Caxauus GakTepHaibHBIX O4aroB AOCTUTAeTCA € NOMOLLbIO PalHo-
HallbHOW aHTHOaKTepHanbHOH Tepanun Ha (oHe MOCTOAHHOro npuema npo-
TUBOTPUOKOBBIX Npenapatos. /s npodUNaKTUKKA NHEBMOLUCTHOH MHEBMO-
HUM NPUMEHAIOT QuyKoHaszon uayu urpaxoHason (5-10 mr/kxr/cyrku). Hna
MpodMIaKTUKH MHEBMOLMCTHBIX MTHeBMOHMH MpH BHY-undekuun, a takxke
JUTSL JIEYEHHS UCTIONB3YIOT MEeHTaMHAMH (a3PO30JIH M B/BEHHO), a NP €ro He-
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MEPEeHOCHMOCTH - parnicoH. OAHAaKo, eciM Ha POHE NMPHMEHEeHHA aHTHOHOTH-
KOB UIWPOKOro crexrpa aedcTBus ¢eOpunurer coxpanserca 5-7 anei, a
rpubBl HEe YAACTCS BBIOENHTH, peKoMeHayercs aMmdoTepuuuH B gose 0,5-0,6
Mr/Kr/CyTKH.

IIpoTuBoBupycHas Tepanmsi. OHa nokasaHa Npy T-IUIETOYUHBIX U HH-
teppeporoBbix U], IMpodunakruka HEKOTOPHIX BUPYCHBIX HH(pexuwmii goc-
THraeTcs Gnarojaps BakUMHALMHU [PH COXpaHEHHWH y GONBHOro cHHTE3a aH-
iten. Ux aepuuut conpoBoxaaeTcs BUPYCHBIMH SHUedaTuTaMd U MEHUH-
rutamy, ECHO — BupycHbIMH HH}EKUMAMH.

[Tpu neveHnu BUPYCHBIX pecnUpaTOpHbIX HHpekuuii y 6onbhbix ¢ U1
HCIONB3YIOTCA BCe OOLIENPUHSATHIE CPEACTBA, @ TakKe AOMOIHUTENbHbIE e~
uyeOHble HIH NPOGHUNAKTHYECKHE MEDbI, MPEAYNPEXAAIOIHE Pa3BUTHE OC-
JIOXHEHUN C YYETOM KOHKpeTHOro naedexta MMMYHHTETa (aHTHOMOTHKH,
BHEOYepeAHOe epeMBaHHe Maa3Mbl WK BBeleHHe ramMa-rnobynuHa).

3¢ deKTHBHBIM CPEeACTBOM TEPaNHH OCTPbIX FEpreTHYECKHX HHOEK-
Uil (FeHUTABHBIX, MPOKTHTOB, MTHEBMOHHIT) SABASETCA Mpenapar aLuUKIoBUp
(30BHpAKC) B BO3PACTHELIX /103aX, AEHCTBHE KOTOPOro OCHOBAHO HA GJIOKUpO-
BaHUK creuuduUyeckux GepMEHTOB BHpYca, MpU repriece H LUTOMEraloBH-
pycHOH HHGEKLMH MCIoNb3yloT Talkoke (OCKapHeT, MaHUMKIOBHP, 3aTeM
baMUKKITOBHD.

[To nokasaHWAM Ha3HAYAIOT Apenapatbl HHTepdEPOHOB B PAITUYHBIX
JAO3UPOBKAX B 3aBHCMMOCTH OT BMJa MMMYyHHoro medexta. ITporusoBupyc-
HBIM AeHACTBHEM 06/1a/1acT H30MPHHOBHH.

JIMHKOMHULMH, TPeHTal MOAABAAIOT MHOrHe BHpychl (repnec 1 Ttuna,
3HUedaNToOMHUETHTa K Ap.).

IpoTUBONapa3HTApHAA Tepanksa. B neueHHM NapasUTapHbIX WH-
dexituii y GONBHBIX ¢ HENOCTATOMHOCTHIO UMMYHHUTETA HCIOJNL3YIOT obLie-
TIPHHATHIC NpenapaThl H JO3HPOBKH.

Jleyenne 4 NpoPuNAKTHKA HMMYHOTIO0YAHHAMH

Mpy araMmarnoGynukeMiH, AeGULMTAX aHTHTEN B BTOPHYHLIX MHNO-
raMmarnoOyMHeMHAX NMPUMEHEHHe NpenapaTos NnasMbl KPOBW H BHYTPH-
BEHHbIX HMMYHOIJIOOYNIHHOB ABAACTCA BeXylLIMM METOAOM JNEHEHHA u Mpo-
¢dunakTixu uHpEKUHUH.

Ipu nepocrarouHocTH uMMyHortoOyauHos (Ig) (arammarnobynune-
mus) Ig BBORAT B/BEHHO B pexxuMe HachilleHHa no 400-800 mr/kr maccel
Oxkraram mo 400-800 Mr/kr 0IHOMOMEHTHO, NOANRECPKHBAIOWMH KYpC: OIHO
BBefieHHe (200 Mr/kr) ¢ uHTepBanoM 3-4 nemenH. IenTarnoGHUH HOBOPOXK-
OEHHBIM MO 5 Mr/kr exemHesHo 3 mua (1,7 mn/kr/gac), B3pocibim - 0,4
Mi/kr/4ac U o 15 ma/kr/uac 3 cyrok (Illenens, 1996). HuxxHeHoBroponckui
Ig BBOAAT O 25-50 M B TeyeHHe 3-5 aueii.

HaruBHYIO CBEXE3aMOPOKEHHYIO MIa3My NPUMEHAIOT o 10-40 Ma/kr.
Kypc 1000-2400 M 2 pa3a B HEACIIO.
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Jns npo¢unaktuky undexuun yposHu Ig npu W] nosokHel noanep-
KMBaTbCA He Huxe 4-6 r/n (200-800 wmr/kr/mecdl okrarama). HatusHyio
nnasMy ¢ 3Tol e Ueibio BBOAAT 1 pa3 B Mecsn o 15-20 mi/kr.

IIpoduaakTHiecikas HMMYHH3AUHS

Cornacto Memopangymy BO3 (1995) uBble BaKUMHB! He HOMKHBEI
BBOAHMTBCSA B TAXKENbIX CIy4asX HEAOCTATOYHOCTH HMMYHHTETA:

- apy KoMGuHupoBanHeX U1 u arammarno6yauHeMun

- ripn nipuobpeteHteix UJ1 B cBa3n ¢ IMMpoMamu, TuMborpaHynema-
TO30M, TeliKo3aM¥ W JpYTMMH OHK03a00IEBaHHAMM CUCTEMS! HMMYHHUTETa

- NpH NeYeHHH HMMYHOJENpeccaHTaMH W Jy4eBoH Teparuei
BonbuIMHCTBO NpodHAAKTHHECKHX NPUBUBOK NPOBOAMTCA B NEpBhie N10ATOPA
rofa XH3HW M OeTH ¢ nepeuqHbiMU HJI OKa3bIBalOTCA TPHBHTEIMM O TOTO,
KaK MM YCTAHaBIMBAaeTCs WMMyHoJOrHyecknit avartos (Meaynuupsii H.B.,
1999). PeTpocnekTHBHBIN aHaNM3 NOKA3bIBAET, YTO B GONBIIHHCTBE CIy4aeB
et ¢ UJI nepeHocaT UMMYHM3auuio 63 ocnoxHeHul. JIMIb NpH TAKENbIX
KOMOMHUPOBAHHBIX WMMYHOZedHLHTaX, XPOHHYECKOH rpaHynemMaTo3HoH
Gone3HH U Y OTAENBHBIX GONBHBIX ¢ araMmarnobynaukemueit u obureli Bapua-
6enpHO#t runoramMmarnobyauHeMued MOTyT BO3HHKATH MPHUBKBOUYHEIE HH-
(hexUHH, BBI3BaHHBIE KUBBIMHW aTTEHYMPOBAHHBIMH BHPYCHbLIMH WU 6akre-
puanbHeIMH BakuuHamu (Meaynuusii H.B., 1997; Cemenos B.d., 2002).
Haubonee u3BectHnl reHepamisosattai BIDK-nHpexuna y GonbHEIX XPOHH-
4ecKOW rpaHyseMaTo3Holl GonesHblo U TAxenbiM kKomMOGuHupopannsiM H]L;
NapajIHTHYECKHH NOMMOMHUENHT Yy GonbHbIX araMmarnoOynunemueri. I¢-
¢$eKTUBHOCTD BakuHHAUMHU Y meteit ¢ Ul HeBbicOKa: MpH HEJOCTATOMHOCTH
UMMyHornobynuHoB u nmep-IgE-cunapoMe H3-3a KONHYECTBEHHOrO AepH-
UMTA aHTUTEN, a TPH KOMOHHUPOBaHHKIX AedeKTaxX - BCICACTBHE HECOCO6-
HOCTH K BbIpaboTke aHTHUTEN Ha aHTHreHbl. Ho HMMyHBH3alHA aHATOKCHHAMH
6e3onacua.

MecTtHas Tepanua B o4are NOpaXeHus 3aBHCHT OT €ro BHAA: NPH Mpo-
ABAEHHAX AJUTEPrun - KOPTHKOCTEPOHAHBIC Ma3H (3IOKOM, afiBaHTaH, npel-
HH3OJIOHOBAas H JIp.), IpH CONYTCTBYIOMEH HH(EKIUH - TPHAEPM H Ap.

Kpome Toro, B 3aBHCHMOCTH OT Baia M TxecTH W]/ npHMewsiorca
JNONONHHTENbHBIC METOAD! NEUSHUA.

PexoHCTPYKTHBHAS HMMYHOTEPANHA

Jna BoccranoBnenna CH y GONbHBIX ¢ reHETHUYECKHMH BedeKramu
HEOOXOMMMBI TPAHCIUIAHTALHA KM3IHECTIOCOOHBIX CTBONOBLIX KeTok CH mo-
HOpa HJIH TeHHas Tepanus.

Marepuasiom s TPaHCIUIAHTALMH MOTYT CHY)XHTBH NOAHIIOTEHTHBIE
reMorno3THYECKHE CTBOJIOBBIE KJIETKH KPOBH, KOCTHOTO MO3ra Wi 3MGpHO-
HAJBHOH mnedeHM, deTanbHBI THMYC WM KyNbTHBHPYEMbIii THMMYECKHH
anurenuii. Ilepecanka opravos CH (THMyca 4 Ap.) NPHMEHAETCA PESHKO.

T'eHHan Tepanua OCYLIECTB/AETCA ITyTEM NEPEHOCA HOPMAIBLHOIO reHa
C MOMOLIBIO BEKTOPA B KETKH 60JIBHOTO.
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Hcnonb3oBaHye reHeTyeckd MOAUGUIHPOBAHHBIX CTBOJIOBBIX KJIETOK
IUTA reHHow Tepanyy. Y 60NbHBIX X-CUEIUIEHHBIM THKENbIM KOMOHHHPOBaH-
HBIM UMMYHOAS(PHLIMTOM OTCYTCTBYET reH, OTBETCTBEHHBIHN 3a cuHTe3 00Nl
Y-CyOBeAMHMLLI HHTepJielikuH-2 peuenrtopa (IL-2Ryc). Hurepneitkun-2 He-
obxonum mna obpazoBaHua 3pennix T- u B-numMdpouuToB, HATypansHbIX KW~
nepos. B pesyabrare orcyrcreusa IL-2Ryc He BOCHpuHHMMAaeTcs CHMrHan-
KOMaHAa HHTepiiehKHHa-2 3TUMH KJIETKaMH M 10 NpHYUHE OTCYTCTBHS 3pe-
JIBIX AHMQOLMTOB Y TaKNX GONBHEIX OCTOAHHEBIC THXENbIEe HH(EKIHH, KOTO-
pbl€ BbI3LIBAIOTCA Jaxke campoduTams, 4acTo NpHBoAAMIMe K rubend peGeH-
Ka.

Ina neueHHs 3TUX Jerteil ¢paHIly3cKHe HMMYHOJIOTH HCMONB3OBATH
FEHETHYECKH MOIH(PHIHPOBAHHBIC CTBOJIOBBIE KIETKM. JI1s 3TOFO BBIAENCH~
Hble W3 OpraHu3Ma GOIBHOrO CTBOJIOBbIE KIIETKM KyABTHBUpOBAH ¢ gedeKT-
HbIM PETPOBHPYCHBIM BEKTOPOM Ha OCHOBE BMPYCOB MBIIIMHOH IeiHKeMHH
Mononu, koTopblit coliepacan 3cTpoeHHsIi yenoBedeckui ren IL2Ryc. 3atem
BbIE/IANM T€ CTBOMOBbIE KIETKH, B KOTOPbIE MPOHHK PETPOBHPYCHBIH BEKTOP
¢ reHom IL2Ryc. 3TH CTBOJIOBbIE KJIETKH BBOAWIH o0paTHO OonbHOMY pe-
6eHKY, KOTOPLIH MOMHOCTBIO u3aieunBaicsa ot bonesnu. Ho y 1 u3 10 nereit,
(PONIEYEHHBIX TAKUM METOIOM, pasBuBalcA octpslil T-kneTouHbl muMPo6-
nactHeif nefiko3. Ota npobiaema ob6ycioBneHa TEM, HTO NOKa He YAaeTcs
TOYHO MPOrpamMHpPOBaTL MECTO BCTPaMBaHHA BHOCHMOIO reHa B FEHOM
6onpHOr0. McxoQHO B reHOME He/lOBEKa MMEIOTCS OHKOTEHbL, KOTOpBIe 06ec-
ne4uBaloT GBICTPBIN POCT KIIETOK B IMOPHOHANBHBIH IEPHOA PA3BUTHA.

TpancnianTanus KOCTHOro Mo3ra GoibHbiM ¢ nepsuunbimu VB,
KOCTHBIH MO3r COREPXKHUT TOJMIOTEHTHBIE MeMOMOITHYECKHE CTBOJIOBHIE
KNeTKH, cnocobGHeie k AviddepeHuuposke B SpUTPOHIHYIO, MHEJIOHAHYIO H
MEerakapuoOUMTapHyl0 AMHHM Knetok. IlyTeM TpaHcrmaHTauMud KOCTHOrO
MO3ra MiNiedYeHsl AecATkM GonpHbIX ¢ paHee Hew3GexHO atansueiMu VI
cunapom Buckorra-Onpapuua; Tsxenas AMChYHKIUsA HEATpodunoB; XpoHu-
Yyeckas rpaHynemarosnas 6oJie3Hs AETCKOrO BO3pacTa; TAXeNbli arpaHymno-
uuto3 (bonesus KocrtmanHa); MMMyHOAehUUMT ¢ HelTponeHuel H Xpame-
BOJIOCAHOK PHMIONNa3ueii; MIafeHuYeckuit ocreonerpo3 (Mpamophais ©6o-
Nle3Hb); OCTEONETPO3 C MO3AHHM HAYaIOM; HAMONATHYECKAA M HMMYHHasA
flacTHYECKHe aHeMUH.

Chemyer OTMETHTB, YTO TPAHCIUIAHTALMA EMOMOITHYECKUX CTBOMO-
BBIX K/IeTOK He nokasana rpu HJl, B OCHOBE KOTOpBIX NEXHUT HedexTHOE
KPOBETBOPHOE MHMKPOOKPY)XEHHE Y PELMIHEHTa MiH NedeKT perynsToOpHBIX
MexaHW3MoB nponudepanyd, AHPPEPEeHUMPOBKM W CO3PEBaHMUS TUMPOHI-
HOM JIHHWHK KJETOK (Hampumep, TpH HAIMYHH NATONOTHYECKHX KNETOK-
CYNpecCOpoB HAN WHrHOHPYIOIHX CBIBOPOTOYHBIX (hakKTOpPOB), a TakKe TpH
uadexkuuax CH (CIIMD).

Haunyuwne peynsraTsl ObiM NOMy4€Hb! IPY UCMONB30BAHHU B Kave-
CTBE NOHOpa KocTHoro Mo3ra HLA-uaeHTHYHOro cubca Wiy Jpyroro poacr-
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BeHHoro noHopa. McnonesoBanue HLA-raniovoeHTUYHOrO POJMTENs MIH
HLA-deroTHNHYECKH MOSHTMYHOIO HEPOACTBEHHOrO AOHOpa Ge3 ucroue-
HHA ero T-KIETOK COMPOBOXKAAETCA OYEHb BHICOKOM YacTOTOM NeTansHol pe-
aKUM# TPaHCTINAHTAT NPOTUB Xo3auHa (PTIIX). JocTaTouHo BHICOKA dpek-
THBHOCTH  WCMONB30OBaHMf  ucTomeHHoro ot  T-wrerok  HLA-
rafnIouIeHTUYHOrO KOCTHOTO MO3ra, HO Yy 3HAYHTENbHOH 4acTH GoNbHBIX
IPOMCXOAUT BOCCTAHOBNEHHE JIMLIE KIETOYHOTO MMMYHMTETa, a8 ANA BHI-
KHMBaHMA UM HeoOXOAWMa MOCTOSHHA# 3aMECTHTENbHAs TepanHs WMMYHOr-
no6ynunamu. Maentuunocts no HLA-Mmonexynam neobxomdMa u moromy,
yto T-numdpOUMTEI PacNo3HAIOT YyXKEpOAHbie TENTUAbI-aHTHIeHB! JIMIDb B
KoMmrutexce co «cBoumu» HLA-Monekynamu, nocie 4ero 3amyckaeTca Hop-
MafbHBIA HMMYHHBIF OTBET U CHHTE3 aHTHTElL.

B cayuasx HenonHoit HLLA -HIEHTHYHOCTH AOHOPA M PELIMIIMEHTA HA
ycrex WCIONb30BaHHA LUENBHOrO KOCTHOTO MO3ra MOXKHO PacCYMTHIBATH
Toneko npu uaeHTHYHOocTH HLA-D jloKycOB HOHOpa M PELUMIMEHTa, 4YTO
MOJKHO BBISIBHTH MO OTPHLIATENBHBIM PE3yNbTaTaM CMEHIAHHOH KyJbTypbi
suMbounToB. OTCYTCTBHE NMOMOBLIX PA3fiM4Hil MeXIY NOHOPOM W peLUnH-
€HTOM, a Talkoke MOJIOZON BO3PacT pPELMNUEHTa YRy4IIalOT NMPOrHO3 TpaHC-
AIAHTalHUH KOCTHOTO Mo3ra. O6s3aTeNbHbIM MOMEHTOM NpOBENeHUA TpaHC-
[UIAHTalMM KOCTHOFO Mo3ra GONibHBIM ¢ nepBHuHbiMH UJI saBaserca mnpe-
TPAHCNNAHTALMOHHAA ACKOHTAMHHALWA W cTporas 6e3MMKpoOHas W30asLMA
peuMnueHTa B MOCTTPAHCILIAHTALIMOHHOM nepuoae. CpoKM U30JAUWM pH
TsKeNbIX KOMOHHHPOBaHHBIX U] OT HECKONIBKUX HEAeAb N0 HECKONBKUX Me-
CALEB.

Hau6onee dactoit npu4HHOH HeynayHOR nepecankd KOCTHOTO MO3ra
6onbHBIM ¢ mepeuuHbIMM HU]1 ABIseTCA pa3sBMTHE OCTpO#t MM XPOHUYECKO#H
peakuuy TpaxcinaHTar npotuB xo3sauua (PTIIX) mau oTTopxkeHue Tpauc-
nnantara. Pazsurie PTITX Heckonbko wame Habntopaercs npu Tsxenoii
KOMOMHUPOBAaHHOH WMMYHHOR HENOCTaTOUHOCTH; OTTOPXKEHHE TPaHCIUIaH-
tara Gonee xapakTepHo 41 CHHIpoMa Buckorra-Onapuua u XpoHH4ecKO#M
rpaHynemMaTosHoi GonesHu. Ecnu Tskenas KOMOGHHMpOBaHHas HMMYHHas
HEJOCTAaTOMHOCTE, KaK MpPaBHIO, HE TpeOyeT NMpoBeACHHS NMpeTpaHCILaHTa-
UMOHHOH WMMYHOCYNPECCHH, TO B Cilyuae XpOHHUECKOH rpaHyN1eMato3HOMH
Gone3nd u cuxHapoma Buckorra-Onapuda oHa oOs3artenbHa W NOCTHrAeTCA
XUMHO- (UMKJIOCTIOPHH A, LMKIodocdan) unu nydesoi Tepanueit. Tlpy cun-
npome Buckorra-Onapuya Takke HeoOXOAMMa NpeTpaHCNAAHTALMOHHAs
Myenoabnaius (Hanpumep, ¢ nomometo 6ucynbdana) 1A obecnedeHUs 304
nuddepeHIUPOBKY NEpecaxeHHbIX FeMONO3THYECKHX CTBOJIOBBIX KJIETOK He
TOJILKO B HaNpaBleHHH MUETOUIHBIX (JUMGOHIHBIX) 3JEMEHTOB, HO M MO
JIMHUH MeTaKapuOLUTAPHOTG POCTKa.

TpascRIAHTALHA THMYC3 H KYJbTHBHPYEMOro THMHYECKOr0 JMH-
Tennst. V3onupoBaHHas nepecaka sMOpHodeTansHoro TuMyca Gbiia Hau-
6onee >pdexTuBHa Npu cHHApoMe JIu-JDKOpIKH M BBI3BIBAIA Y GONBHBIX
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BOCCTaHOBJIEHHE CITOCOOHOCTH OTTOPraTth KOXHBIM JIOCKYT, pearupoBarh B
KOXHBIX T€CTax [UIMepHyBCTBHTENBHOCTH 3aMEINTEHHOrO THIA H OTBe4arThb
nponudepaurel numdouuros peuunuenta Ha OI'A (Tlerpos P.B., JlonmyxuH,
1974). BoccTaHoBneHne T-K1eTOYHOro HMMyHKTeTa 06BIYHO HabmonaI0Ch B
TeyeHHe NMEPBOTr0 MecsALa MOCiIe TPAHCIUIAHTALNH, XOTA Y HEKOTOPBIX 60JIb-
HBIX TOJIbKO yepe3 4-7 mecsueB. CyIIECTBEHHO, YTO HH Y OBHOro 6OJILHOrO ©
cHHApOMOM Ju-IKOpIKH MOC/IE TPAHCTIAHTALIMH TIOCTHATANBHOIO THMYCa
He HaGMoAANOoCk NMPU3HAKOB XMMepH3Ma unn PTIIX,

Jna tpaHcniadHTauuy ofbiuHO Mcronb3yroT THMYC 10-16 Henens rec-
taund. Tumyc, B3ATHIH OT 3MOPHOHOB crapuie 12 Henenab recTauuy nepen
TpaHCIUlaHTauuedl cjexyer OOMyHHMT: MIA SAMMHMHAUMKH MOCTTHMHYECKHX
JAuMGOLUTOB, CHOCOGHLIX BbI3biBATL Y peuunuenta PTITX.

HMMyHonornveckoro yny4iieHHs yaanoch 100HTbCA y FpyNnbl AeTeH,
60nBHBIX KOMOMHHpPOBAHHOH UMMYHHOH HEJNOCTAaTOYHOCTLIO C aTakcHei-
TeneaHrnodkrasueit (cuHapom Jlyn-Bap), KOTOphIM TpaHCNNAHTHPOBANH
eNMHbI KOMIUIEKC THMYC-TPYAHHa OT MEPTBOPOXHAEHHBIX mereit. Omuako
KaTaMHECTHYeCKHe HaOMOJEeHHA TNoKalai, 4To B GONbUIMHCTBE cnydaes
s dekT okasancs BPEMEHHBIM UITH YaCTHYHBIM.

Hpyrum cnocoGom BoccTaHOBIEHHA HMMYHOKOMIETEHTHOCTH ABIAET-
< nepecafka JUTMTENBHO KYJbTHBUPYEMOTO TUMHYECKOro snuTenus. Us no-
CTHAaTANBHOTO THMYCa HU3roraBauBaloT 500-600 3KCIIAHTATOB pa3MepoM
oxomo 1 MM® Kaxpiii M KyasTHBUpYIOT B cpese Hams-F10 ¢ noGasneHnem
30% amGpuoHansHO# ceiBOpoTkH kKpoBH TeNAT (FCS). O1n ycnoBus obecne-
4YHBaIOT rHbens THMOLIMTOB NPH NOAAEPKAHWH BHDKHBAEMOCTH NMTENHANDL-
HBIX Kknetok. [Tocne 14-21 nHA KyNbTHBMPOBAHHA 3KCIUIAHTATHl MCCAEAYIOT
MMKPOCKONUYECKH A MOATBEP)KACHMA 3NMMHHAUMH THMOLMTOB U BBOAAT
MOAKOXHO, BHYTPHOPIOWHHHO, TM60 NOACaKHUBAIOT XHpyprudecku noa dac-
uuio Geapa. OnucaHbl enMHU4YHbIE Cclydad 3(Q@EKTHBHOrO OpHMEHEHUA
TpaHcnnaHTauuu amM6puodeTanbHOro TuMyca GONBHBIM C CHHAPOMOM JHC-
CeMUHHPOBAHHOIO KaHAMI03a KOXH K CIM3HCTHIX. UIMMYyHOKOppUrHpyouui
addexT B psie Ciydacs NOBBILIANCA IPH OJHOBPEMEHHOM NPUMEHEeHUH dak-
TOpa MepeHoca.

B nocnegHue rogst B CBA3M C NPOH3BOACTBOM NpPEHApPaToB THMHYe-
CKHX TFOPMOHOB, YacTH4YHO 3¢ dexTuBHBIX MpH cuHapoMme [lu-JxopmxH, a
TaKOKe HEPEeAKO CMOHTaHHBIM (YaCTHYHBIM HIH MONHBIM) BOCCTAHOBIEHHEM
KJIETOYHOI0 HMMYHHTETa y 3HaUMTENbHOM uacTH OonbHEIX cUHApOMOM JIK-
JHKOPIDKH, TPAHCIUIAHTAUMA THMYCa MCTIONB3YETCA PEAKO.

IlpuMeneHUe HMMYHOMOAY/IATOPOB NMPH NEPBHYHBIX HMMYHOJe-
¢unnTax

IIpu GONBLIIMHCTBE CPEAHETAXENBIX U THKENbIX NepBU4HbLIX W] UM-
MYHOMOAYAATOPE! He 3 dexTHBHBL ¥ HEOGX0aMMa NiepecaaKa KOCTHOro Mo3-
ra WM 3aMECTHTE/bHAR TepanHs HUMMYHornoOyauHamMu. OnHako B HEKOTO-
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pbIX CIy4asXx OHH MOTYT OBITh MOJIE3HBl KaK CPEACTBA, YCHIMBAOLIME KOM-
neHcaTopHble Bo3MOoxcHocTH CH.

TIpu nepsuyHoili oOmedi BapnaGeabHOH HMMYHHOW HEZOCTATOYHOCTH
(OBHH) ¢ npenMyleCTBEHHBIM HapyuIleHHeM YMOPaNbHOTO 3BEHA HMMY-
HHTETa B KOMILIEKCE JiedeHHA Gblsl HCABITAH MOMHOKCHAOHHIA Mo 12 Mr B/M
exenHesHo NelQ u B nanbuelimeM mo 6 mMr 2 pasa B HeAeo B TeueHue 1-3
mec. Ha 3ToM doHe ynanock yMEHBIMTE aHTHOAKTEPHANBHYIO TEPANMIO, T10-
NY4HTH Oonee MIHTENBbHYIO peMHccHio. OTMEYEHO YBeHUYEHHE KOHYECTBa
neHkouuToB, MMMPOUHTOB, ParounTosa.

Muenonua nonyyanu 10 6oneHbix araMmarnobynuHemseit 8 foze 5 mr
NOIKOXHO, Ha KYpC 6 MHBEKUHIi NpH o6oCcTpeHHU BOCNaneHUA B 6poHxoNe-
rOYHOi cucTeMe Ha (oHe aHTMOAKTEpHANILHONH H 3aMECTHTENLHON Tepanuu
Ig. Ipenapar yckopan JIMKBHAAUMIO BOCTIANICHUA H YANHHAN NEPHOR PEMHC-
cum (Jlateinesa T.B., 2002).

IpodunaxTnka uMmyHoaepuuuToB

HMpodunaktika nepBUYHBIX (BPOXKACHHBIX) HMMYHOAEDHULIHTOB OCHO-
BLIBAETCA HA TeX € NPHHLHMNAX, 4YTO H APYFMX TEHETHYECKHX aHOManwit
pa3ButHa. Ilpu Hanu4unn B cembe GonbHBIX ¢ reHeTHueckum U], Heobxomm-
Ma MEIHKOTEHETHYeCKan KOHCYNbTaUnA A0 poxAeHHA aeved. Uro xacaerca
HMMYHOMPOQUNAKTHKH, TO OHA MOXET OCYIUECTBAATLCA TOABKO KaK MPOTH-
BOPELMIHBHAA M BKAIOYAET T XKe MEPhI, YTO H seueHne. Heobxoanum nocro-
AHHBIA HMMYHONOrHYECKUH KOHTPOAB 32 COCTOAHHEM GONbHBIX

Heckoabko wupe BO3IMOXKHOCTH NpoGHAaKTHKM BTOPUUHBIX MMMYHO-
neduuuTos. OHa MoXxeT ObITh KaK Nperynpexnarouei, Tak 1 NPOTHBOPELH-
nuBHOH. [leppas 3aknio4aeTCs B CBOEBPEMEHHOH M MOJHOLECHHOH Tepanuu
3aboneBaHuil, KOTOpblE MOTYT ObITb MPUYHHON ITHX NEPEKTOB; paHHeH AH-
arHoctuke aucbananca B CH, aBRsfIOLIErocs OCHOBOK €ro pa3BHUTHsA; CBOe-
BPEMEHHOH KOppeKLUMH 3TOro aucbananca.

IMpoTuBopeunarBHAsA NpoPHUNAKTHKA Da3sHpyeTcs Ha OHCNaHCepu3a-
LMK 60JIBHBIX U HMMYHOpPEaOUIHTALHH TeX, Y KOTOPBIX 0OHapyKeH rnepsu4-
Hblif MTH BTOPHUHBIH nMMYHOdedHuMT. Takue 60bHBIE N0 DKHBI PEryIapHO
obcaeaoBaThcs M APH BbIABICHHH Y HUX B AMHAMHKe OTpHMLATENbHbIX CABH-
roe B CH Heobxomuma UMMYHOKOppekuusa. Tak, HanmpuMmep, MOKa3aHo, YTO
IETAM, JIepeHecHinM TrHOHHO-CenTHuyeckue 3abofieBaHusA, HeoOXomuma HUM-
MyHOpeabuIMTalua, TaK KaK HECMOTPS Ha KJIMHHYECKOe BbI3AOPOBJIEHHE,
TI0KA3aTelIM KJIETOYHOrO ¥ 'yMOPanbHOro HMMYHHTETa y HUX NMORHOCTBIO HE
BoccTaHaBnuBaetca: IgG ewe cHmkel; IgM u IgA - Ha cybHOpMamsHOM
YPOBHE, a Y HEKOTOpBIX JeTeH Bbllle HOPMBI, YTO OTPaXaeT FOTOBHOCTE Op-
raHu3Ma K pedHpekuuu. [Ipy coXxpaHeHHH B MEPHOA PEMHCCHH CHHXKEHHBIX
nokasareneli HMMYHOJIOTHYECKOR PEAKTHBHOCTH MIPOBOIAT KOMIIIEKC aKTHB-
HBIX peabUIUTaLMOHHBIX MEPOTIPUATHH.

Opranusauust NOMOIH 60JIBHBIM, YYacTKOBBIH Bpay MOMHKIUHHKM
(cemeiinbli Bpay) BbIABAAET OONBHBIX ¢ npy3HakaMu /I, HanpaBnger Ha 06-
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clefoBaHHe, KOHCYNLTUPYET Y CHIeLIHaTHCTOB (KTHHHYECKOro UMMYHOJIOTA U
Ip.); BBHIONHAET Ha3HAa4YeHUs KIWHUYECKOrO HMMYHOJOra, OCYyLIEeCTBAAET
aucnancepu3auuio. [Tpn Heo6x0AUMOCTH Hanpas/fer Ma CTalMdOHapHOE Jje-
yenue. Ilocnennee DOMKHO MPOBOAMTECS B CIELIMATM3HPOBAHHBIX CTalMO-
Hapax. Heobxoauma aucnaHcepu3auMs C perynfpHbIM HUMMYHONOTHYECKHM
obcneoBaHueM U NpoQUAAKTHYECKOH 3aMECTUTENbHOM Tepanuei: npu
aramMMarino0ynMHeMHH — BBeJEHWEe MMMYHOrI06YNHHOB, HacleACTBEHHBIM
AHIHOHEBPOTHYECKUM 0TeKOM — C1-HHTMOMTOp, CBeXas ia3Ma H CTHMY-
JIMpYIOLIas Tepanws; APYrUM GONBHEIM - COOTBETCTBEHHO I10 MOKA3aHHAM.

I'nnaBa 11. /Incnancepu3anus 310poBoro u 60J1bHOro pedenka
(1.M. JIbicenko, E.I'. Kocenkora)
HJucnancepuzauusa 60JbHbIX Aereil. MuBanuanocTs. Peabunnra-
HHA
Jlucnancepus3auus — 3T0 aKTHUBHOE IHHaMH4Yeckoe HabmoaeHue 3a co-
CTOAHUEM 3[0pPOBbS ONpPEAENEHHbIX KOHTHHIEHTOB HaceNeHUd (3MOPOBHIX W
G0/bHBIX), B3ATHE ITHX IPYII Ha YHET C LUENbIO paHHEro BuIABIEHUA 3abone-
BaHMH, HabMOAEHUT U KOMIUIEKCHOTO JleueHHs 3a60MeBIIUX, MpPOBEACHHUA
MEPONPUATHH 10 O3J0pOBJCHUIO, MPEAYNpPENACHHUIO Pa3BHTHA H pacnpo-
cTpaHeHus 6Gosie3HeR, BOCCTAHOBIAEHUIO TPYAOCNOCOGHOCTH W MPOANEHHIO
Nepuoa aKTUBHOH XusHeneaTenbHocTH. TIpH 3TOM OCHOBHAA LeAb AMCNAH-
CEPH3ALUK COCTOUT B COXpaHEHUM W YKPEMAECHHH 3AOPOBbLA, YBENHUEHUU
MPOAQIDKHUTENLHOCTH XU3HH U MOBBIIEHHH €€ Ka4ecTBa MyTeM aKTHBHOTO
BbIAABJIEHHs M JICYEHHA HauyanbHbIx GopM 3aboneBaHHi W HX OCAOXKHEHMIA,
H3YYEeHHs M YCTPaHEHHS NMPUHUH, CnocoOCTBYIOMIMX BO3HHKHOBEHHIO H pac-
NpoCcTpaHeHn:o 3a00seBaHu#, LHPOKOTO MPOBEACHHA KOMILIEKCa COLHANb-
HBIX, CaHHTapHO-rHrUEHHYECKUX, NPoPHAAKTHHECKHX, neyebHo-
O30QOPOBHTENBHBIX MEPONpPUATUHH. JlncnaHcepu3sauus 6G0aLHLIX meTedl Ha aM-
GynatopHom 3Tane, MPOBOAMTCH YYacCTKOBOH CAYXGOH NEAMaTpPHHECKOro
Y4acTKa AETCKOH NMONKKIHHUKH, COTJIaCHO npukasy MuH3apasa Pecny6amnku
Benapycs ot 23 aBrycra 2000 r. N 1331 roaa ¥ KONONHUTENbHBIM METOAU-
YECKMM PEKOMEHAALHAM H fpoTokonose M3 PB. B npukaze npusonutes:
® TmiepedeHb 3a6oneBanuii, npu koTOpuix pebGeHok GepeTcsa Ha AMCHAH-
CepHBIH Y4eT, CPOKM U KpaTHOCTh OCMOTPOB,
TIPONOMKHTENBHOCTD AUCTIaHCepHOro Habnlonenus,
nepedeHsr Heo6XomMMOro ofcnesoBaHHA M KOHCYAbTAUMH Y3KMMH
CTIELIMATHUCTaMH,
* mnaH IpoduIaKTHIECKUX 0300POBHTENBHBIX MEPONPHATHIA,
¢ KPUTEPUM CHATHA C AUCITAHCEPHOTO YueTa,
Pebenok Geperca Ha QMCIaHCepHBIH YdeT MOCe BBITUCKH W3 CTaluo-
Hapa Ha OCHOBaHUM BHIMHCHOTO SMUKPU3a, My 3anonHseTcs popma Ne30/y
- Kapra qucnancepHoro HaGJoxenns, B KOTOpOH Yka3hiBaloTCA CPOKH Te-
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KyLIero ¥ MOBTOPHOTO OcMOTpa pebeHka BpauOM-TIEAMATPOM M BpayaMu-
KOHCYNbTaHTaMH, BLITIOMHEHHMH Heo6XoaMMEIX obGcneaoBaHuit U 03BOPOBU-
TeJIbHBIX MEPONMPHATHI COrjiacHO MUTaHy AucnaHcepusauuu. [omumo 31oro,
B KapTe HMCHAHCEpHOTO HabGmomeHus YKa3biBalOT BO3HUKAIOUIME OCNOXHe-
HUA, COMyTCTBYIOUME 3a0oneBaHus, H3MEHeHHA AHArH03a ¥ Haubonee Bax-
Hble JIe4eGHO-NPodUNAKTHHECKHX MEPONPHATHA: FOCIMTAIU3ALAS, CAHATOp-
HO-KYpOpPTHOE JieueHHe, MepeBol Ha HHBAIHAHOCTD M T. 4.

Ha GonbHbIX, HaxomilMXcs TOA AUCHAHCEDHBIM HaGMIONEHMEM MO
nosofy AByX M Gonee 3aGoneBaHHil, ITHONOFHYECKH HE CBA3AHHBIX MEXIY
co6o#, 3aN0NHAIOTCA pa3AeNbHbe KOHTPOJIbHBIE KapThl.

KapThb! XxpaHATCA B KapTOTEKe y K&)KAOro Bpava, HMelolero 60abHbIX,
B3ATHIX MOA AMCNIAHCEpHOE HabmoaeHue. KapTel pekoMenayeTcs XpaHuTb Mo
mecAllaM Ha3HaYeHHOMH ABKHM K Bpady (B LIEJIOM MK MO HO30MOMHYECKMM
¢opmam 3a6oneBanuif), 4TO NO3BOMNAET BECTH KOHTPOJIBb 33 CUCTEMATHYHO-
CTBIO MOCENIEHHH U NIPHHUMATL Mepbl K IPUBJIEUEHUIO GOMLHBIX, Mponyc-
THBIUHX CPOK ABKH.

JucnaHcepusaumio GONbHBIX, TpeOYIOMIMX CMEUMAIBHBIX METOAOB
npodpunakTUKi K aeveHus (TyGepkynes, 3nokayecTBeHHbie HOBOOOGpaszoBa-
HHS, NICUXHYECKHE pacCTPOICTBA, BeHepuiecKHe 3aG0NeBaHus 1 Ap.) ocylue-
CTBIIAIOT B CETH CHELHaNbHbIX yupexaeHuii — aucnancepax. Ecnu Takue
JUCHaHCcepb! OTCYTCTBYIOT, AMCIIAHCEPU3ALMIO 3THX CONMBHBIX OCYLECTBIIS-
10T Bpavyn-CICIIHATUCTBl ACTCKUX NOJMKIIUHHK.

HesaBucumo ot TOro, rae 6onsHOM peOEHOK HaxOAUTHCH HA AMCAAH-
CepPHOM y4eTe, YWacCTKOBbIH Bpau-neawarp o0A3aH 3HATh O ero COCTOAHUM
300pOBbS M MOAAEPHKHBATH TECHYIO CBA3b C COOTBETCTBYIOLIMMH ClieLHanu-
ctamu. B ucropnu passutus peberka (popma 112/y) nomxHp 61T oTpake-
Hb! JaHHbie HabGMoAeHNA 3a GONBHEIMH U pe3yabTaThl obcnenoBaHui. Yua-
CTKOBBIfi Bpau COBMECTHO CO CRELMAANCTAMH BbipaGaTbiBaeT WHAMBHIAYANb-
HblHl NaaH aucnaHcepusauny pebeHka.

[Mnas aucnaHcepH3auMu NPEayCMATPHBAECT KOMNAEKC Ne4eOHbBIX H 03~
JIOPOBUTEABHBIX MEPOTIPUATHI HA TEKYIIHiA roA, NepHOAMUYHOCTL OCMOTpa
pebeHka yuacTkoBbIM BPauoM, YacTOTY KOHCYbTaUUW#i CNeUHaNHCTaMH B 3a-
BHCMMOCTH OT CTaAl¥ U xapakTepa 3a60eBaHMUA.

ITo okoHYaHHH KANEHIAPHOTO FOAA YYaCTKOBLIH Bpay C NpHBIEYCHU-
€M CNEUMANHCTOB COCTABASET AUCMAHCEPHBIH IMHUKPH3, rae OTPaXKaIoTCH U~
HaMHKa 3aboneBanus, 3¢p¢GeKTUBHOCTD NPOBENEHHBIX fle4eOHBIX MeponpHa-
THii U AaeTca o6iIan oueHka 3P PEKTHBHOCTH AUCTIAHCEPH3AUMHU: BHI3AOPOB-
neHne, ynmydmenue, 6e3 nepemen.

ConunanbHbie acneKTbl ANCIIAHCEPHOro HaGmonenns

Hayyenune ycnosuii tpyna (oOyuyeHus) m GbiTa OCyImECTBNAETCA CO-
BMECTHO YYacTKOBBIM MNeAMATPOM, Y3KMMHM CrEUMaNUCTaMH, KOMHccHeit
BKK B aerckofi NOAHIUIMHMKE [I0 MECTY XKHTENbCTBA peGenka. 3To Heobxo-
JMMO A1 BBIACHEHHA BO3MOXHBIX 3THONOTH4YeCKHX (akTopos 3abonesanus,
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0OBEKTHBHBIX U CYOBEKTUBHBIX IPEMATCTBUH NPOBEJEHHIO Ka4eCTBEHHOrO
neyeHHs U peabunuTtauuyu 60asHOTO pedeHka, a TakKe CO3AaHHT aJeKBaTHBIX
ycaoBuH s HauOonee nonmHofi AMcnaHcepusauuu. COLMANBHBIA acmekT
JIMCMBHCEPHOro HAOMIOACHHUS BK/IOYAET CleSyIoulHe pasaenst:

- couMalbHBIE MPaBa ¥ BO3MOXKHBIE I[yTH KOPPEKLHH YCIOBUH >XH3HU
4 TpynAa (00y4eHus) C y4eTOM OUPEKTHBHBIX U HHCTPYKTUBHO — METOAHYE-
CKMX JOKyMEHTOB M0 COLHAIEHOH 3allMTe;

- oprauuzaumio yuyebHoro npoiiecca (moma, B mikone) npeGbiBaHHe
IeTel B CMCLManU3HPOBAHHOM [OLIKOJIBHOM YYDPEXACHUH WIM TPYIe W
T.0.;

- PpEKOMEeHAAlLMH NO M3MEHEHMIO yCTpoiicTBa OpiTa, pexxuMa AHA, NH-
TaHHA.

ARaau3 Ka4yecTBa H 7¢¢PeKTHBHOCTH AHCNAHCEPHOro HabNI0ACHNA

TlpoBeneHue yuera W KOHTPOJA 3a AMCIIAHCEPHBIM HabmomeHHEM ocCy-
HIECTBAAETCSA COrJIACHO HOPMAaTUBHBIMKM AOKYMeHTaM (ripuka3 M3 Pb Ne 303
oT 27 ceutabpa 1999 r. «O coBeplICHCTBOBaHMH KOHTPONS KauecTsa MeAH-
UMHCKOH noMowk HaceneHuio PB», unctpykuus M3 PB ot 29 mas 2002 r.
Ne 37 — 0102 «Meroanka OUEHKH KadyecTBa MEAULMHCKOH NOMOMM Hacese-
HHIO Te4e6HO0 — NpodHNIaKTHHECKUX YupeXaeHHI»).

INokasaTe/sy AMCIAHCEPH3ALIMH:

1) noka3zaTenu 060bemMa AUCNAHCEPH3ANHM:

a) OXBaT AMCMNaHCepHbIM HabaroaerKeM GONbHBIX JAHHOK HO30JIOTHYE-
CKkoH GopMbL:

Hucno auy, cocmossuux nod ducnaHcepHuiM HabAIOOeHUEM HA HAYANO 200a + Yucno

8HOBL 838MbLIX nOO Habmoderue 8 meuerue 200a + wucao 6oabHbIX, He HabOOas-
WUXCR 8 meveHue 200a x 100.

Yucno 3apezucmpuposarivix 6oNbHbIX € OAHHHIM 3A60NE6AHUEM

IMonHoTa OXBaTa XxapakTepH3yeT aKTUBHOCTb Bpauei-NIeAUATPOB B OpraHH3alMH K

nposeneHuH AUCMAaHCCPHIALIHNA. Cneﬂye‘r CTPEMUTHCS K BEICOKHUM NoKalarteiaM OXBaTa
(80-90% u aaxe 100%)

6) cTpyKTypa 60bHBIX, COCTOALLMX Ha AUCMIAHCEPHOM YUeTe:

YHucno 6oabHbix, cocmoswux Ha yyeme no noeody 0anHozo saboneganus x 100.
Obwee wucno bonbruIx, COCMOAWUX HA YHeme Ha KOHeY 200a

CrpykTypa no 3aGosieBaHusM AAeT NPEACTaBIEHUE O KOHTHHIEHTE 6OABHbIX AeTei,
06 y4acTHH Pa3THHHbIX CIIELHMANHCTOR B AUCTIAHCEPH3ALMH.

2) noka3aTeNH Ka4ecTBa AMCIIAHCEPH3AUMH:
a) AaKTHBHOCTB BBIIIOJIHEHHA SBOK K Bpady:

Hucno euinonHeHHbIX 260K K 8payy QUCNAncepiuiMu fonvroimu x 100
Yucno HasHaueHHvix 160K K 8payy

6) NPOUEHT roCMUTANU3UPOBAHHBIX NHCNAHCEPHBIX GObHbIX:

Yucno cocnumanuzuposantulx 6oabHbLX U3 Yucaa Hyscoaswuxca x 100.

Hucno Hyscoasuuxca 6 zochumanuzayuu

AHaNOrHYHO PacCHHUTLIBACTCA AKTUBHOCTH BBINMOJHCHHUA APYTrUX neyeb-
HO-JIHarHOCTHYECKNX U O3JOPOBMTENIbLHBIX MEpONpHATHH (peabuaurauus,
CaHAaTOPHO-KYpOPTHOE NieueHHEe, MPOTHBOPEHAUBHOE JIeUeHHe U T. 1.);
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3) nokazarenu 3¢ PeKTHEHOCTH AUCHAHCEPH3IAIAH.

a) H3MEHEHHUS B COCTOSHHMM 3AOPOBBA AMCAAHCEPH3YEMBIX (C yJTydiue-
HHUEM, C yXyAlIeHHeM, 6e3 H3MEeHEHHUHR):

Yucno ducnanceprvix 60RbHLIX C YayHmeHuem (yxyoutenuem, 6e3 uamenenuii)

co, us G5 8 meyeHue 200a x 100

Yucno ducnarnceprolx 60abHbI%, HabroOaswuxcs boree 1 200a

6) ynensHeit Bec GONMBHBIX, UMEBIIUX o6oCTpeHue 3a60IeBaHHA, MO NO-
BOfy KOTOPOI0 OCYILECTBAECTCA AHCHAHCEepHOe HabMoXeHHe:

YHucn HOIX, Ha uxcs bonee 200a u umeguiux o6ocmperue 3ab60ne8anun
x 100

Yucno oucnancepruix 60nvHblx OaHHBM 3a60nesanuem, HabRIOOABWUXCR

bonee 1 200a

B) MepBHYHAA HHBATHAHOCTE CPENH ANCIIAHCEPHIYEMBbIX:

YHucno Qucnanceprbix bonehbix, enepasie npustanneix uneagudamu  x 100.

Obuwee wucno 6oneHux, cocmosuux nod ducnancepHoim nabmiodernuem 6onee 1 200a

[Tokasareny 3¢¢peKTHBHOCTH ANUCTIAHCEPH3aLHH TI03BOJIIOT ONPEAeNHTD
CBOEBPEMEHHOCTh H TNOJIHOTY HPOBOAMMBIX KITHHHKO-AHArHOCTHHYECKHX HC-
CllelOBaHHH, e4e6HO-0340pOBUTENbHbIE MEPONPHATHH, AMHAMHYHOCTL Ha-
6a104eHus, JaTh IKCMIEPTHYIO OLIEHKY AUCNAHCEpHOi paboTe kaxaoro spaya.

PeaGuantauus aereii nociae Gonesnn. UHBannAHOCTD

[Tpobnema merckoit uHBaMMaHOCTH B Pecnybnuke Benapych apnserca
OJIHOM M3 BaXKHEHILHX HE TOIbKO MEAHUMHCKUX, HO H COLHALHBLIX NpobieM
Hawero rocyaapcrea. Cpear GakTopos, cnocoOCTBYIOIIMX BOSHUKHOBEHHIO
MHBANMIHOCTH B AETCKOM BO3PACTe, MOXHO BBIICAWTH TAKHE, KaK yXYRIle-
HHe 3KoJoruueckod 06CTAHOBKM, pPOCT AETCKOro TPaBMAaTH3Ma, MATONOTHA
TeyeHUsi OEpeMEHHOCTH H POJIOB, XPOHHUYECKAA NMATONOTHA BHYTPEHHHX Op-
raHoB, 3a60neBaHUA aJIEPru4ecKoro reHesa u ap.

Benyiee Mecto B HO30MOrHYECKOH CTPYKTYpe NMepBUYHON NETCKOH HH-
BanMAHOCTH 3aHUMaloT( 1o AaHHsIM M3 Pb 32 2009 ron):

- HacJeICTBEHHbIE ¥ BpOXIAeHHEIe 3aboneBanus — 30,6 % (4,86 ual0
TBIC. Hac.);

- BONe3HH HEPBHOM CUCTEMBI -17,3 % (2,75 ua 10 Teic. Hac.);
- 3aboneBanus 3HAOKPUHHOI cucTeMbl - 10,6 % (1,68 Ha 10 Thic. Hac.)
- OHKOJIOrHyeckue 3aboneBaHus - 8,8 % (1,40 Ha 10 ThIC. Hac.)
- MCHXN9ecKHe paccTpoiicTBa - 8,1 % (1,29 xa 10 ThIC. Hac.)

HuBanuuHOCTb JeTell 3HAYMTENbHO OTPaHMYHBACT HX JKH3HEAEATENb-
HOCTb, NMPHUBOJAMT K COLIMAJIBHOM Je3aJanTalMy BCIEACTBHE HAPYHICHHA MX
PasBUTHA K POCTa, [IOTEPH KOHTPOJA 33 CBOUM IOBEJCHUEM, a TaKOKe CIo-
cobHOCTeif k caMOOGCHY)XMBaHHIO, MEPENBIKEHUIO, OPUEHTALHH, 05}"{6-
HHIO, 06IIEeHHIO, a B OynymieM 1 TpyAOBOH AEATENLHOCTH.

ITpossieHns 60ne3HK paccMaTPUBAIOTCA Ha TpeX YPOBHAX: OpraHHOM,
OpraHH3MEHHOM H COLIMAIBHOM.
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Ha opransom ypopse 60/1e3Hb IPOABIAETCA B BHAE MOPHONIOrHYECKHX
M3MEHEHHH, MPUBOISIIMX K HAPYIWEHHIO QYHKIMR opraHa HiM CHCTEMBI Op-
ranoB. Ha opranusMeHHoM ypoBHe GOJIE3Hb XapaKTepH3yeTcs OrpaHHUeHHEM
KU3HEHNesTEIEHOCTH.

Ha counansHoM ypoBHe 3a0oneBaHHe BeJeT K COLMANLHON HEnoiHo-
LUCHHOCTH, BCNEACTBUE OTPAaHHYEHHA XHU3HEACATENBHOCTH 4ENOBEK He CIio-
cobeH BEIMOMHATL OOBIYHYIO IUIA HErO PoJib B XHU3HK B COOTBETCTBHH C BO3-
pacToM.

Io ompeaenenuio sxcneproB BO3, KpHTEpHAMHU JKHU3HENEATENLHOCTH
ABJIAIOTCA:

1) opuenTaums;

2) obuenve;

3) camoofcyKuBaHue;

4) nepenBuKEHIE;

5) 3aHATHSA TPYAOBOH NEATENbHOCTHIO;

6) KOHTPO/Ib 38 CBOMM TOBEHEHHEM;

7) obyuenne.

OrpaHnyeHre XU3HEACATSIBHOCTH XapaKTEPH3YETCa OTCYTCTBHEM
OJIHOTO HJIH COYETaHWEM HECKOJNIBKHX yKa3aHHBIX KpurepueB. Ouenka KpH-
TepHeB XUIHEAEATENLHOCTY y Aerei TpebyeT yueTa BO3pacTHbIX BO3MOKHO-
cTeil pebeHka.

OrpaHuveHHe KH3HEASATEALHOCTH pebeHKAa BLIPAXAeTCA B MONHO#
b0 4acTHYHOM yTpaTe CIOCOOHOCTH OCYHIECTBIATH OpHeHTauuio, obiie-
HUE, MepelBHKeHHe, caMooBCIy)KHBaHHE, KOHTPOJIL CBOErO MOBEJCHHA, A
TaKkKe B yTPaTe BO3MOIKHOCTH 3aHUMATbCs TPYAOBOH JNEATENbHOCTLIO, TaKOH
Kak Hrpa, yueba.

OrpanuveHye KU3HEHEATSIbHOCTH pebeHKa OnpeaenseTcs Hapylue-
HHeM GYHKUMH U Noapashensercs Ha Tpu creneHn: peskoe (1 crenenn), 3Ha-
qurensHoe (11 crenenu), Berpaxentoe (I crenenw).

Cocrosuue dbyHkuMii xapakrepuzyeTtcs 10 GyHKUHOHANEHOMY KJIAacCy
(PK):

0 - Her HapyweHni QyHKIMIL;

1 - umetotes nerkue Hapymenus dynkiuii (He Gonee YeM Ha 25 %),
KOMNEHCHPYeMble NONHOCTHIO;

2 - ymepenHble HapyueHusa ¢yHkuwi#t (ot 25 % go 50 %), yacT4HO
KOMIIEHCHPYEMBIC 10 YMEPeHHOM CTenexH;

3 - 3HauMTeNeHBle HapymieHHs ¢ysKuMi (ot 51 % mo 75 %), crabo
KOMIIEHCHUpYeMBbIE; :

4 - pe3Ko BBIPKEHHBIE M MOJHbIE (CBBIIE 75 %) HapyweHus (PyHK-
LN, He KOMIICHCHPYEMEIe.

HHBanMAHOCTD C AESTCTBA YCTAHABINBAETCS B TeX Cily4asX, KOrjaa MH-
BaJIHAHOCTE BCIEACTBHE 3a00NEBAHUA WK YBedbs HACTYIMWNa B BO3pacTe AC
18 ner. [Ina onpenenenyis UHBATHIHOCTH MEAWKO-peabUIMTALHOHHAA 3KC-
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neptHas xomuccus (MPOK) ycranaBnuaet ee npuuuHy. [pn onpeaeneHuu
MPHYHHbI UHBATHAHOCTH MPOK UCXOAT H3 KINHHYECKHX HAHHBbIX, H3 Me-
JUUHMHCKOM W ApYroil JOKyMEHTAlKHU.

MPDOK BbiiaeT 3akiodeHne, KOTopoe ABAAETCA OQHUHANBHBIM AOKY-
MEHTOM, YINOCTOBEpPSAIOIHMM CPOK K NpPUYHHY HHBAAMIHOCTH, a TaKKe COo-
CTaBNfeT WHAMBHUOYANbHYIO NMpPOrpaMMy peaGHHTALMKH, B KOTOPOH yKa3bi-
BalOTCA KOHKpeTHble 00beMbl U BHMAB MEAHUMHCKOH, NPodecCHOHANLHOM, a
TaKKe counansHol peabuimTauuy pebeHka HHBaNUAA.

WnauBunyanpHas nporpaMma peaGMAHTaUMHN ABAAETCA NOKYMEHTOM,
06g3aTeNbHBIM [UIS UCTIONHEHUS COOTBETCTBYIOMIMMH FOCYDAPCTBEHHBIMH
oprasamy, NpeanpHATHIMH, YUPEXACHHAMH H OPraHU3auMAMH HE3aBUCHMO
oT hopM COGCTBEHHOCTH.

IMosonom nis yCTaHOBAEHHA HHBANHMAHOCTH ABASETCA He cama 6o-
JIe3Hb MITM TpaBMa, a MX nocneacTeua. IlocneacTBus MOryT NpoABAATLCA B
BUAE HapyuweHHH Kakoi-nmHbo NCUXHuECKoH, PUINONOrHYECKON HAH aHATO-
MHYECKOH CTPYKTYpbl THOO (PYHKUMH, YTO B CBOIO O4YEepeab NPHBOAUT K Or-
PAHUUEHHIO XM3HEAEATENBHOCTH H COLMANBLHON HEAOCTATOMHOCTH peGeHka.

[p XpoHHUYECKHX COMaTH4eCKHUX 3a00MEBaHHAX BOIMOXHO GOpMu-
pOBaHHE PA3IMUHBIX OTPAHHYEHHI KMIHEACATEALHOCTH. B Takux cayvaax
BONPOC YCTAHOBJIECHHA MHBAIMAHOCTH y J€TeH pacCMATpUBAaETCA TOALKO MO-
che oOcrengoBaHHs B CHEUMANM3HPOBAHHOM CTALHOHape CNEUNANHCTaMK
AETCKUX Ae4eOHO-MpOPUNAKTHUECKHX YUPEKACHHH, KOra COUMaNbHas ae-
3ajantauus NpUHUMAET CTOMKMH Xapaktep, HECMOTPA Ha NMPOBEACHHEIE Jie-
4yebHbie MEPONpPUATHA U peabunuTauMIo.

JeTaM WHBAIMAHOCTE YCTAHABIMBaeTCA 6€3 yKasaHus rpynnel ¥ mpu-
YUHB! HA OMpeHcTHeHHBbIH CPOK, KOTOPBIH MOXET YKNAAbiBaTbCA B ONHHM M3
CNeAyOMHX BPEMEHHBIX paMoK: OT 6 MecsileB Ao 2 fieT; Ha 2 roaa, 5 ner, 1o
ucrnionxenus 18 aer.

Cpok, Ha KOTOPBIH YCTaHAaBJIMBAeTCA MHBAAHAHOCTD, 3ABUCHT OT 00pa-
TUMOCTU BBbI3BaHHBIX 3a0oneBaHueM, TpaBmoif man gedektom ¢yHxumo-
HaNbHBIX HApYLWICHHH, a Takke BO3MOXHOCTEH COUHANbHON ananTauMu, a
APYTUMH CIIOBAMH - OT KIIMHMYECKOrO MPOTHO33 U peabUuAHTaUMOHHOTrO Mo-
TeHUMAaNa OpraHu3Ma pebeHKa.

Peabuimranus

Peabunuraiys B NeIMaTpuM HMeeT CBOIO cnieuMduKy B cumy ocoben-
Hocreit gmerckoro opranusma. IlocnencrBus MuHorux 3abonesanuii, nedexTs
Pa3sBUTHA CYIHECTBEHHO HApYLIAIOT aNanTHBHBIE CIIOCOGHOCTH AETCKOro op-
raHu3Ma, He NO3BOJIAA CYHTATh Takoro pebetika Bnosxe 310posbiM. B ycraBe
BO3 onpeneieHo, 4TO 310pOBLE — 3TO COCTOSHHE QU3HUUECKOTO, AYXOBHOTO
H COLUANBHOro Gnaronomyyus npM oTCyTCTBHM GonesHedh nnu ¢uanueckux
nedexroB. BoccraHoBneHHE 310poBhbA 3a6oneBulero peberka Bo BcexX acnek-
Tax, B TOM yucne H GYHKIUHOHANBLHOM, JIODKHO ORITH B UEHTPE BHUMaHUA
Bpava-neAuarTpa.
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Peabumraums B nexMaTrpuy — YeTKO OYepuUeHHBIH 3Tan B CTPOHOH
cHcTeMe JETCKOro 3apapooxpaHeHus. HaunHaeTcs OH ¢ MOMEHTa BO3HUKHO-
BeHHA 3a00NE€BaHMA, TPaBMB! MK Ae(eKTa PasBHTHA U 3aKaHYMBAaeTCAs BOC-
CTaHOBIEHHEM (PHU3UYECKOro, MCHXUYECKOTO M couManbHoOro Gnaronomy4us
NpH OTCYTCTBHMHM HJIM CTOMKOH KOMIEHCALMH MATOJOTHYECKMX OTKIOHEHUH
MOPQOIOrHYECKOro HIIH (PYHKUHOHAIBHOrO XapaKTepa.

Bo3moxHocTs U 3¢ dekTHBHOCTL peabHIHTALHH 3aBHCAT HE TOJILKO OT
COLMANBHEBIX YCJIOBHH, HO M OT NPaBHIILHOTO MOHMMAaHHA KaX(IbIM BPaYoM e
uenei u ocobeHHOCTEH.

Heap peabBAHTANNM B NEIHATPHH — HE TONBKO BEPHYTH GONBHOMY
pebeHKy 340pOBbe, HO M Pa3BUThL ero PH3HYECKHE K NMCHXHYECKHe PYHKUHMH
20 OTITHMANTLHOTO YPOBHA.

IpuHLMMBI MEAHLIHHCKO#H peabunurauuu:

a) paHHee Ha4yano

6) HenpepbIBHOCTb

B) 3TanHOCTh (CTALMOHAPHBIH 3Tan, NMOMMIIHHUYECKUH 3Tan M caHa-
TOPHO-KYPOPTHBIH 3Tan)

r) NpeeMCTBEHHOCTD

) KOMIUIEKCHBIH XapakTep peabMauTaLiH

€) HHAVBHIYabHbIH NOAXOAN.

MecTtoM ocylecTBAeHH peabHANTALHOHHBIX MEPONPUATHH B MEAM-
aTpHH ABNAIOTCA BCE YUPEXACHUA 3APABOOXPAHEHHA H NPOCBEUICHHA, a TaK-
Ke ceMbs peberka, ofecnedMBalolie BOCCTAaHOBIIEHHE €ro 340poBbA Ha O
penesneHHOM 3Tane. MeauuMHcKkas peaGHIHTAalHs MPOBOAHTCA, KaK MPaBUIIO,
B HECKONBKUX yupexaenusax. Y3 HuUX Haubonee BaKHOE 3HAUYECHUE HUMEIOT
POAMABHBIA JOM (POOUNIBHOE OTACNIEHME); AETCKasd MOMHKIMHMKA (ambyna-
TOpHs, KOHCYNBTallMH); CTALMOHApP; peaGHNUTAHOHHBIC OTHCNEHMA; Clie-
UHATH3UPOBAHHBIA MUCIIAHCEP; CAHATOPHBIC OTHeNeHNs GONBHHULBL; CrieuHa-
JIU3UPOBAHHbIA NETCKUH CAaHATOPHH; 03/OPOBHTENILHBIN NAarepb CaHaTOPHOro
THNA; ACTCKUE ACITH, ACTU-CAN; IIKOMA, IIKONAA-UHTEPHAT.

VpoBHU H ciyxOsl MegUUMHCKOM peabunuranuy B Pecnybnuxe bena-
pych:

1) pecriyGnnkaHcKuil ypOBEHb:

~ OTAeneHne peabUNHMTALMU C KIMHUKOH Ha 6a3ze benopycckoro Hayu-
HO-HCCJIE0BATENBCKOIO HHCTUTYTA IKCIEPTH3b! TPYR0cmocoGHOCTH B opra-
HH3aLUMA TPyla HHBAIH OB

- IeHTpBI CIeLMATH3UPOBAaHHOM peabuuTalMK Ha 6a3e KITHHUYECKHUX
HHH

2) ob6nacTHO# ypOBEHb:

- obnmacTHble MHOTOMPOGHIBLHBIE OTAENCHUS MEOUUMHCKONR peabunu-
Tauuu Ha 6ase oGnactHOM GOIBHHIE]

- creunanH3HpoBaHHble peabUIHTAUOHHBIE KOHKH B OTAEMEHUAX

- peaGunuTalHOHHBIE KOMKH Ha 6a3e JCaHCepoOB
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- KabuHeThl MeRUKO — npodunakTUyeckoi peabuuTanuu.

3) MecTHBI ypoBeHb: HeCNELMATH3UPOBAHHLIE OTAECNEHHA MEOMIHH-
cKkoit peabuauTalMy.

KoMmInexkcHoe npuMeHeHHe pasHOOOpasHBIX Cpeacts peabUaHTALKHH B
COOTBETCTBHM C MIAHOM BOCCTAHOBNIEHMA 34OPOBHA H (GyHKLHOHANbHOR
NONHOLIEHHOCTH 3aboneBiuero pebenka TpebyroT ocoboro noaxoaa K BONpo-
caM OpraHM3alMH U MeToAMKU. OTeuecTBEHHBIH H 3apyOexHBIH OMbIT BOC-
CTaHOBMTENIBHOTO JIEYEHUA HMEET PAA OCHOBOMONATAIOLIMX TONOMCHHI:
peabunutauns GombHOro peGeHka ROMMKHA OCYIHECTBAATHCA B YCIOBHAX Y4-
PeXICHHA, PacoNaraloiero BCEMU BUAAMU BOCCTAHOBHTENILHOTO JICHEHHS,
a TaKKe HMEHILEro HATAKEHHYIO CBA3b C APYFHMH fieueCHbIMH H peabunu-
TaLHOHHBIMU YUPEKACHHUIMH;

- peabuiuTauma 3aboneBliero pe6eHka A0/KHAa HAYHHATHCA HA CAMBIX
PaHHUX CTagUAX GOMe3HH, COCTABAA €CTECTBEHHYIO H OPraHHYSCKYIO 4acTh
Ne4ebHBIX MEPOTIPHATHIH, JONOAHAA H 060rallas KOMIIIEKCHOE IEYSHHE;

- MPOLECC peabHNHTauHH HOJKEH OCYLUECTBIATLCA HENPEPHIBHO, NOKa
He Oyner JOCTHIHYTO MaKCHMaJIbHOE BOCCTRHOBJIEHUE 30pOBba peGeHKa;

- peabuNUTaLMA HA KOKAOM 3Tane HOCHT KOMILIEKCHBIH XapakTep;

- WHIWBUIYANBHbIA XapaKTep Kak ApOrpaMMbl peabuianTauMH, TaK H
MpUMeHEHHs CPEACTB YUMTHIBAIOWIMX OCOGEHHOCTH JIMMHOCTH pefeHKa W
cBoeobpa3sye Naroaorn4eckux # GyHKUHOHANBHBIX U3MEHEHHIT;

- KOHeYHas uesb peabHauTauuys — Bo3BpameHue pebeHKa K oObIYHbIM
Ul HEro YCIIOBHMAM JKH3HM, Y4eObl, a MpH HeoOXOAMMBIX H3MEHEHHAX —
aganTauMs K HOBBIM YCJIOBUAM XHU3HH.

Pe6eHok, Bo3BpamatoLmiics nocie o6LIMHOrO NeHeHHUs B AETCKOE Yu-
pexIeHHe HIIH ROMALIHIOK 06CTaHOBKY, He MOXeT 6e3 3aTpaThl OnpeaeneH-
HBIX YCHH OBICTPO ananTHPOBATHCH K YCIOBHAM, Ka3anoch 6bl, NPHBHIHOM
LU HEro XKH3HU. DTH YCHIIMA HE BCeraa NPHBOIAT K yCmexy, W B psje Ciiy-
4yaeB BO3HMKaeT peluauB 3aboneBaHuds uiau HoBoe 3aboneBaHue. Cnemopa-
TEABHO, VI TIOJHOUEHHOr0 BOCCTAHOBJICHHA 380poBbR pebeHka HyX Ha Ka-
4YECTBEHHO HOBas OpPraHH3auMAa Je4eOHO-peadUIHTAUMOHHBIX MEPONpPHATHIH
C WHPOKUM HCIIONB30BAHHEM JIeHeOHO-OXPAHHTENBHOTO pexHMa, AHETOTE-
panuH, papmakonorny, JIOK, maccaxka, pH3HOTEpanHH, NCHXOTEPAIIHH.

Meouyuncxan peabunumayus ~ 370 KOMNAEKC YCIYT, HaNPaBiCHHbIHA
Ha BOCCTAHOBJICHHE HOPMAIBHOH KH3HENCATENLHOCTH OPraHH3Ma MaHeHTa
U KOMIIEHCAUMIO ero (PYHKIHOHANLHBIX BO3MOXHOCTEH, HapylUIEeHHBIX B pe-
3ynbTare 3ab0NeBaHU.

Meronsl meauumnHCcKo# peabrinrauyn:

< MICHXOTEepanus (C y4eTOM AHYHOCTHBIX OCOOEHHOCTEH W MCHXONOTH-
Yyeckoi YCTaHOBKH GONbHOr0)

- ¢uzmgeckne Meroan (JIPK, maccax, apixareasHas FMMHACTHKA,
cobcTBEeHHO (H3HOTEpaneBTHYECKHE NPOUEAYpPbl, Hraopednexcorepanus,

aKynpeccypa M ap.)
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- MEJMKAMEHTO3HbIE METOAb (APEeXAE BCETO 3ITO NATOTEHETHYECKHE
CPEACTBA H CPeACTBA, aKTHBH3HPYIOLWIHE 3AMIMTHHIE CUIBI OPraHH3Ma, B 06-
1LeM npolecce peabunurany UM OTBOAHTCS AOCTATOYHO CKPOMHAA POJib)

- PEKOHCTPYKTHBHBIE H OPraHOCOXPaHAIOIINE ONICPALHH

- NPOTE3UpPOBaHHE M OPTE3UPOBAHHE (HCMONB3OBAHME OPTOMCAWYE-
CKMX mpucniocobnenuii ans GMOMEXaHH4eCcKOoil KOppEeKLMH MOBPEXACHHBIX
COOCTBEHHBIX KOHEYHOCTEH)

- IMETOTEepanus

- "repanus 3aHATOCTHIO" ¥ npodeccHOHaNbHas TpyAoTepanus (YTOOHE
60MpHOI MeHbLUE Jiexan U "yxoaun" B CoNe3Hs, a akTHBHEH BKIOMANC B
OEITOBYI0, TMOCHABHYIO MPO(ECCHOHANBHYIO JeATeNnbHOCT, obwanca ¢
JIOABMHA H T.A.)

Becs npotecc peabunurauuy 601bHOr0 pebeHKa MOXHO pasieAHTs Ha
TPM JTana: KIHHHYECKHH, CAHATOPHBIN ¥ aJanTalMOHHBIH.

Tlepgeiti aman — xknunuveckuti (cmayuonapweii). Ha 3TOM 3Tane
obecrieyuBaeTCa He TONBKO BOCCTAHOBNEHHUE (PYHKIIMH NMOPAKEHHBIX CHCTEM,
HO ¥ NOATOTOBKA OpraHH3Ma pebeHka K CleAyIolWEeMY 3Tany peaGHNUTaLMH.
Ins peuieHus 3TUX 3a0ay UCNONB3YIOTCH (apmakonorus, adera, JIOK, mac-
cax, ¢usyoTepanus. bonblioe 3HaYeHHe, B 3aBUCUMOCTH OT CTENeHH H Xa-
pakTepa 3aoneBanus, UMeeT OueTa. Pasrpy3ouHas — B OCTPOM MEPHOAE,
BMTaAMUHHAA, KATOpUHHaA U NIerko ycBoseMas — B MePHOX BbI3NOPOBIICHHA.
[TepseIit 3Tan peabunKUTaLKy OUEHMBAETCA IO GHOXMMUYECKMX MOKA3ATENAM,
OKT, byHKUMOHANILHEIM TIOKA3aTENAM.

Bmopoit sman peabunumayuu — cavamopruii. OH MMeeT pelialomee
3HaYeHWe AIA HOpPMAIM3aUMKH (QYHKUWHM MOPKEHHOM CHCTeMBI HAPALY C
BOCCTaHOBNEHUeM GYHKUME ApyrHX opraHoB u cucrem. Ocoboe BHHMaHHE
YAENAETCS PACIUMPEHUIO QH3NHECKOR W NMCHXHYECKOH AeaTenbHOCTH peben-
Ka B COOTBETCTBHMH C €r0 BO3PAaCTHBIMH U WHIMBHAYanbHBIMH OCOOCHHOCTH-
MH. DTOT 3Tan peabuautauud 60AbHOrO peGeHka MPOBOJUTCA B CIELMaH-
3UpoBaHHOM caHaTopuH. OCHOBHOe BHMMaHWe yHenserci AUeTe, 3aKauu-
BAIOLIMM Tpoueaypam, pusnorepanuy, JIOK.

IMocne canatopHOro sMeyeHHs (QYHKUMOHANBHBIC MOKA3aTeId HOpPMa-
JIM3YIOTCA. YCNemHOCTs peabunMTauiy ONpeAeNseTcs noJoKUTENLHOR nu-
HaMHUKO# pocta u pa3ssuTus pebeHka. CyleCTBEHHYIO ponk B OUEHKE pe-
3yNBTATOB CAHATOPHOTO JICYCHUA HIpaeT Hauudue y peOcHKa MOJIOKUTEIb-
HBIX 3MOLMH, XOPOIIero CaMO4yBCTBUA, HOPMANABLHOrO CHa ¥ anmnetuTa. Ilo-
Ka3aTesieM 3aBepIeHus CAaHaTOPHOTrO 3Tana peabuInuTaliMM Haao CYUTATH OT-
CYTCTBHE KIIMHHYECKHX, PEHTI€HONOrMYECKAX M MHBIX IPpH3HAKOB [14TOJIOIU-
HeCKOro npoilecca.

Tpemuii aman peabunumayuu — adanmuensrii. Ha 3ToM 3Tane AOCTH-
raeTcs HopMmanu3anus (yHKIMOHANBHBIX NOKa3aTeNcH, XapakTepHBIX s
IIAHHOrO BO3pacTa, ofecneYrBaloLMX BO3BpaT pebeHka K OOBIYHEIM UL HETO
YCROBHAM JKM3HM W y4eObl. ANarTaUMOHHBIM 3Tan peaGHIMTAlMM MOXET
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NpPOBOIMTLCA U B CMEUMANW3HPOBaHHOM ueutpe. Conepkanue peabunura-
LIMOHHBIX MEPONPHATHI ONPEACNAETCE COCTOSHHEM 3H0pOoBbA pebeHka u
CTeIeHbIO afanTaluH GYHKIMOHANBHBIX CHCTEM. 3aBepillacTCA TPeTHi 3Tan
peabWIHTAUMK MOMHBIM BOCCTaHOBJIEHHEM 310poBbi. OAHAKO 3TO He TaK,
NpH XPOHUHECKUX 3aboneBanusix (ITOpokH cepaua, GpoHxuanbHas acTMa, no-
JIMOMHENHT H Ap.), 3afia4da peabuNAHTaHMU COCTOMT HE TONBKO B OOCTHKEHHH
COCTOAHHMA MaKCUMaibHOH KoMMeHcaumii PpyHkuuit 60JIbHOroO opraHa, HO U B
MOAAEPXKAHNHM COCTOSHUA 3TOM KoMneHcaunn. Takue JeTH MpomoMKaT oc-
TaBaThCA Ha AMCIIAHCEPHOM YHETE B IOAMIUIMHMKE, Bpayu KOTopoii Habno-
JI3I0T 33 COCTOAHMEM 30pOBbA pebGenka (0CMOTP, aHaMM3bl, QYHKUHOHANDb-
Hele npo6et ¥ T.4.). Y Takux Aetedl peabUnUTaLMs 3aTATHBACTCA Ha onpene-
JiCHHBIH CpPOK, NepeMelasch C BO3BPAlLlEHHEM K NEPBOMY ¥ BTOPOMY dTanaMm
B mepuoabl obocrpenus. PeaGunuranmonHas nporpaMMa B CXaToM BHOeE
¢buxcupyercs B cieunanbHOM KapTe.

Icuxonozuueckan peabunumayus — 3TO BO3AEHCTBHE Ha MCHXHUYe-
cKkylo cepy GonbHoro peberka. [Ipu nposeneHnH NCHXONOrHYecKoi peabu-
JIMTALMU UenecooOpa3Ho BbIACAATh TPH acneKTa, KOTOpble ONPEAenslorT ee
OCHOBHbBIE 3aJa4H:

- OMEepPauMOHATBHO-AEATENBHBINH acnekT — HanpaBieHHbI Ha GopMu-
poBaHMe y AeTeli-HHBATHIOB C PAHHETO BO3DPACcTa YMEHHH H HaBLIKOB, HEoO-
XOAMMBIX A1 CAMOCTOATENBHOMN KH3HH;

- couHateHsiii acnekT — dopMUpyloumMii cTpeMsenne pebexka-
HHBAINAA K MaKCHMaJIbHO BO3MOMKHOMY YPOBHIO B3aUMOACHCTBHA C COLM-
albHBIM OKPY>KEHHEM;

- IUYHOCTHBLA acNeKT — HanpaBieHHbIH Ha OCO3HAHHE CBOET0 COCTOS-
HHS M MonoXeHnsa B obiectse U opMHUpOBaHNE Ha 3TOH OCHOBE caMopery-
JIAUUK JIHYHOCTH B YCJIOBMAX OrpaHU4YCHHBIX BO3MOXHOCTEH caMmopeannia-
L.

Dta Popma peabumMraumuy CONPOBOKAAET BECh LMK peabunuTalmon-
HBIX (Jie4eOHO-BOCCTAHOBUTENBHBIX) MEPOTIPHATHH.

ITedazozuueckan peaburumayus — 3TO MEPOTIPHATHSA BOCIIUTATENBHO-
ro xapaxrepa. Ilegarornueckas peabummrauds HanpasljeHa Ha GopMHpoBa-
HHUe y 6onbHOro pebeHka HEOOXOMMMBIX yMEHHHE U HaBBIKOB MO camoobciny-
JKHBAHHIO, NOJIyHeHHe IKoJbHOro obpasosanui. BaxubsiM acnexToM nepa-
roruyeckoii peabunurauum asnsercs GopMupoBaHue y pebeHka NCHXOIOrH-
4eCKOH YBEPEHHOCTH B COOCTBEHHONM MONHOIEHHOCTH W BOCMMTAHMHU npa-
BUWIbHOMH NpogeCCHOHANLHOH OpUeHTAlUM, MOATOTOBKKH K JOCTYNHBIM BH-
IaM ReATENBbHOCTH, CO3faHus Y pebeHka ¢ OrpaHHUEHHBIMH BO3MOXHOCTIAMM
YBEPEHHOCTH B TOM, YTO NpuoOpeTeHHrIe 3HaHUA B TOH UMM HHO# obnacTu
OK2KYTCA [OJIE3HBIMH B MOCNEAYIONLIEM TPYAOYCTPOHCTBE.

Coyuanvhas peabunumayus — NpOUECC COLHANBHONO CTAHOBICHHA
YesioBEKa, KOTOpBIH BKMIOYAcT B cebsfi yCBOEHHME MHAWBUIOM COLIMAILHOrO
OMNBITA, CHCTEMBI COLMANBHBIX CBS3CH M OTHOIIEHUH.
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Lens peabunuraunn aeteil HHBANHAOB — CONCHCTBHE B YJYHILCHHH
KauecTBa XHu3HM peGeHKa, HMelolero HHBTHAHOCTD, 3aIATa M PeACTaB-
JIEHHE €r0 UHTEPECOB, B PA3NTUYHBIX KPYraxX, CO3AaHHe YCIOBMIl AJIA BbIPAB-
HUBaHUA BO3MOXHOCTEH JeTeil H MOAPOCTKOB H CO3RaHME HPENOCEUIOK AJIs
HE3aBHCUMOH XH3HH.

[1pu nposeneHHH couuatbHON peabUnuTauMy pewaloTcs Takue 3aaa-
YH: pa3sBUTHE TBOPHYECKHX BO3MOXHOCTEH pebeHka; npobyxaeHue coupas-
HOW aKTHBHOCTH; BOCIIHTaHHE HYBCTBA COOCTBEHHOrO NOCTOMHCTBA; CTpEM-
JIEHHE K CaMoorpeneneHHio; GopMUpoBaHHe crocobHOCTH k BHIOOPY KH3-
HEHHOH MO3MLIMM, a HE ROBONLCTBOBAHUE PONLIO MACCHBHBIX MOTpeOHTENEH
JBFOT Y NPUBHJEIHH; CTPEMIIEHKE K aKTHBHOMY YYacCTHIO B Mpeobpa3oBaHH-
X, HarnpaBJIeHHBIX Ha yNMy4lUEHHe XHU3HU obLiecTpa.

IIpogheccuonansran peabunumayus Aeteil - HHBATHAOB, 3TO, MpeXAe
BCero, npogeccuonarvHas opueHmayusa  nerteii-unsanugo. ITpodeccuo-
HaIbHAA OpHEHTAUUA BKIOYAET: MpodeccHoHanbHOe oOpa3oBaHHe W MPO-
CBELLEHHE; NPOPECCHOHANBHYIO AHArHOCTHKY; NMpodeccHoHanpHOe BOCIHTA-
HHe; MPOECCHOHANBHYIO KOHCYNBTALMIO; NMpodecCHOHANEBHBIA nox6op.

IMpodeccuonatbHan opueHTauus AeTeli-MHBATKAOB OCYIIECTB/RETCH
B 0011e06pa3oBaTeNbHbIX, CHEeUHAANbHbIX 06weobpazoBaTeNbHBIX
LIKONIaX-HHTePHaTax (LWKoMax) NpH Y4YacTHH LEHTpOB npodeccHOoHaNbHON
OpPHEHTAUMM MOJOAEKH H MENarornuyeckux paboTHUKOB y4eOHBIX 3aBede-
HM# NpodeccHOHaNbHOro 00pa3oBaHu.

[TpodeccuoHaneHoe NPOCBELIEHNE ocyiecTBnserca 06-
ieo6pa3oBaTeNbHBIMY IKOJAMY B MPOLECCE H3YUeHHA TyMaHMTapHbIX B
€CTeCTBEHHO-MaTeMaTHYeCKUX MnpeameTos, mnpenmera "OcHoBet BbiGOpa
npodeccun”. B npodeccHoHanbHOM NpOCBelICHMM NPHHHMAIOT Yy4a-
CTHE rocylnapcTeesinble CnyxObl 3aHATOCTH, MeAHUMHCKHe peaGuauTa-
LMOHHBIE 3KCNEPTHbIE KOMHCCHH, a Talke ydeOHble 3aBefeHHs npodec-
CHOHANbHOro 06pa3oBaHHA.

INpodeccHoHansHas AMarHocTMka # npodeccHonanbHbiif noaGOp
obecneunBalor BoIGOp npodeccHH, COOTBETCTBYIOmEH HHTepecawm,
CKJIOHHOCTAM, 3aaaTkaM npo¢ecCHOHANBHBIX CNOCOOHOCTEH, COCTOAHMIO
3[0pPOBbA, KOHBIOHKTYpe pbiHka Tpyaa. IIpodeccHoHanbHas JHArHOCTHKA
OCYHICCTBARETCA JIe4eOHO-NPOPHNAKTHIECKHMH  YUPEKACHWAMH  MuHH-
crepcTBa 3apaBooxpaHeHua Pecnybnmxu Benapyck u unenrpamu npodec-
CHOHAJILHOM OPHEHTALMH MOJIOAEKH.

IIpodeccuonansHoe BOCNHTaHME IpeAycMaTpuBacT ¢GOpPMMpOBa-
HUE NMPOPeCCHOHANBHBIX ~ HHTEPECcOB,  CKIOHHOCTel,  mnpogdeccHoHab-
HO# NMPHrOAHOCTH M OCYLIECTBAAETCA MNO3TANHO JIOWIKONBHGEIMH YUpPeX-
AeHusAMH, 0O6meoOpasoBaTeNbHBIMK IIIKOJAMH, Y4YeOHBIMM 3aBeCHUAMH
npogecCHOHANBHOTO 06pa3oBaHuA.

IlpogeccHoHaNBHAA KOHCYJALTAMA  OCYHIECTBJIACTCA  IUTATHBIM
NICHXOMOroM, MEUUMHCKHM PaGOTHHKOM y4eOHOro 3aBejleHds C IMpHBIeYe-
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HUEM CIIEUHANHCTOR MEAMKO-peabHINTAUHOHHON 3KCrepTHOM KOMMCCHH,
UEHTPOB [podecCHOHATEHOM OPUEHTALMM MOJIONEXH M [eJarorHyeckux
paGOTHHKOB y4ebHBIX 3aBeeHHUit NpodecCHOHATEHOT0 06pazoBaHHA.

Opransl 06pa3oBaHHA HECYT OTBETCTBEHHOCTb 3a opraHH3auuto pabo-
TBI IO MPOQECCHOHANLHOM OpUeHTalMK AeTed-HHBAKIOB.

B peabunnTaluHOHHBIX LEHTPAX IUHPOKO UCIONB3YETCH Memod mpydo-
601l Tepan¥H, OCHOBaHHBIH Ha TOHH3HPYIOMIEM U aKTHBH3HUPYIOILEM BO3ZEH-
CTBMH TPyda Ha ncuxodusnonoruyeckyto chepy peberka. JnutensHas Hes-
IeATeNbHOCTh paccnabiser wenoseka, CHHKAET €ro dHEpreTHYECKHe BO3-
MOXKHOCTH, a paboTa MOBBIIIAET KUIHEHHBIH TOHYC, ABNAACH ECTECTBEHHBIM
CTUMYATOPOM.

Boasluyto poas TpyAoBas Tepanus Mrpaer npH 3aboneBaHUAX H Tpas-
MaX KOCTHO-CYCTaBHOI'O arirapara, MpeJoTBpallias pa3BUTHE CTORKHX aHKH-
J1030B (HENOABHKHOCTE CYCTaBOB).

Oco6oe 3HaueHHe TpyaoBas Tepanus npuobpena npH SeHeHHH NCHXH-
yeckHX Ooste3Helt, KOTOPBIE 4acTO ABNAIOTCS MPUMHHON RNHUTEABHOH H3OMA-
uuu GompHOro peGerka ot obwectsa. TpynoBas Tepanua obnervaer B3auMo-
OTHOIIIEHHA MEXIY JIOABMH, CHHMas COCTOSHWE HarpsKeHHOCTH H Gecno-
KoHcTBa. 3aHATOCTh, KOHLIEHTPALMA BHHMaHHA Ha BoiNoNHAEeMoi pabote oT-
BJICKAIOT MalHEHTa OT ero 6onesHeHHbIX nepexxuBaHuh. (Kpome toro, Tpy-
AoBas Teparnus Mo3BOAAET NPUOOPECTH ONpeneneHHYIO KBANHPHKALIHIO.)

bumosan peabunumayus — BKAKOYaeT 0OYCTPOMCTBO KHAOTO MOMe-
UWIEHHsA, TPEIOCTaBieHHE TEXHHYECKUX CPEACTB peabGHaHTauun, oCcymecTs-
JICHHE APYTHX MEpONpHUATHH, MOMOralomMx NpeogoseBaTh CYLIECTBYIOMHE
6aprepel, NOBBILLIATH KAYECTBO XKU3HM pebeHKa.

B nocnenHee spems 6onbitoe 3HadeHHe NPHIOACTCA CROPMUSKOU pea-
6wrumayuy. Yvactue B CHOPTHBHO-PEaOHIMTALUHOHHBIX MEPOTIPHATHAX IO-
3BOJIACT JAETAM NPEOAONEBaTh CTpPax, GOPMHPOBATH KYALTYPY OTHOUICHHA K
eue 6osee cnabomy, KOppeKTHPOBATH MHOTAA rHNEPTPOPHPOBaHHBIE NOTPE-
6uTenpckHe TEHACHUHMY M, HAKOHEL, BKIIIOYaTh pefeHKa B NpoLecc caMoBoc-
MHUTaHHA, MPHOOPETEHHA HABLIKOB BECTH CAMOCTOATENbHbIH 06pa3 xu3Hwm,
6BITE TOCTATOYHO CBOOOAHBIM Y HEIABUCHMEIM.

3anaquu peabMINTALMKM, a TAKKe ee (POPMBI H METONbE MEHAIOTCA B 3a-
BHCHMOCTH OT 3Tana: jJe4eOHO-peabWIMTAIMOHHDBIHA, 3Tan paHHe#d cralHo-
HapHo# peabunnTaunu, aMOynaTOPHO-NOMHIJTHHHYECKHH, HOMALIHHi, caHa-
TOPHBIA. B 3aBHCHMOCTH Kak OT COCTOSHHA pebeHka — CTENEHH BbIPOKEHHO-
CTH MOCJeACTBUIf 3a00eBaHus WM TPaBMBL, TAK W OT 3Tana peabunuTanuu
MEHsjeTca ee uenb: cTabunnzaimsa cocrosHuA pebeHka, YacTHUHOE HAH MoJ-
HOE BOCCTRHOBJICHHE HMEIOIUXCH OrpaHHICHMI JKHIHENCATENABHOCTH H Ip.
Takum o6pas3oM, peaGHIHMTANUA — 3TO HE NMPOCTO ONTHMH3AUMA NECHUCHHA, 2
KOMILITEKC MEepOMpUATHI, HANpaBieHHbIH HA OKa3aHHE BCECTOPOHHEH MOMO-
LM JETAM-HHBAJIMIAM, CTIOCOOCTBYIOWHHA BOCCTAHOBJICHHIO 3IOPOBbA, BOC-
CTaHOBJIEHHIO HX MICHXOCOLMAIBHOrO CTaTyca H HHTerpauuM B obiuecrsa.
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Kon ¢opmst no OKYA _

Kon yupexpexnua nmo OKIO

MemmMuMHCKaA JOKyMEHTAUMA

dopma M 030/y

HAaUMEHOBAHUE YUYpexXHneHun

KOHTPOJBLHAA KAPTA

RMCOAHRCEPHOI'O HAGINZERMS

Passumsa Bpaya

Kon mim B MeIMIMHCKON KapTh aMOynaTop—
HOTO GONLHOT'O (MCTOPUM Pa3BMTHA peten—
«xa)

HNaTa B3ATMA HA ydeT

JlaTa CHATHUR C ydeTa

3a0« ¢, 1O NOBOAY KOTOPOI'O B3AT
Ao mMCrnaHceproe HadswneHre

P C

JMarHos yCTaHOBIEH 3NCPBHE B XU3HU

1, damwuma, uma, oruecTso

nara
3ac 0: fapu  oCpawmeHiss
3a neuexnueM, npm npodocmoTpe (NogYepK-
HYTE)

. flon

2
3. QDara poxnesus
4

. Agpec

5. MecTo patoTH (yuedu)

6. Mpodeccur (RONKHOCTL)

7. KoHTposs nocCemeHuA

Ha3zHaueno ABUTLCA

Asnnca

HasHayeHo ABUTLCH

Sewnnca

OGopornag cTopoHa ¢. B 030/y
3anucu 08 MSMEHEeHVM IMArHO3a, CONYTCTBYOUMX B35ONEBAHMAX, OCJIOKHEHMAX

JNleueCHo-npodpunakTUueCKue MEPONPMATUAR (TOCMATAIMIELMA, CAHATOPHO-KRYPOPTHOE

neyexHvie, TPYIOYCTPONCTEO,

NepeBon Ha MHBAJMOHOCTL .

Hara

MeponpnATHA

fMoanucs Bpaua
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I'nagpa 12. YﬂpraésyKonan JHArHOCTHKA B NMEIUATPHH
(VL. XKyxkoBa)

VnbTpasBykoBOe MCCAEAOBaHME B NeAMAaTpHUEcKOR MpaKTHKe npuMe-
HAAeTCH AOCTATOMHO LIMPOKO.

TTpeuMyimiecTBaMy MeTOa ABJIAETCA:

- BBICOKas HHOPMATUBHOCTb;

- AOCTYIHOCTB;

- Ge3bonesHeHHOCTD, 6€30MaCHOCT U Ge3BpeAHOCTH;

- BO3MOXXHOCTb MHOTOKpATHOTG TMOBTOPEHUA IpU HEOOXOAMMOCTH
IUHAMHYECKOro HabMOAEHUA;

- BO3MOXXHOCTb HCMONB30BaHUA B TMXeNoM cocTosHuy, npu MBJI u
BO BpeMs OMepaTHBHAIX BMEMIATENLCTB,

Ipu npoBeneruy ynpTpassykoBoro uccneaoranus (Y3H) y neteit He-
OOXOOMMO YYHTHIBATE HX NICHXONOTHYECKHE OCOOEHHOCTH: ETH O4eHb 60AT-
cf MoOBIx MeaUUMHCKIX npouenyp. bonee crnokoiiHo Ha o6cneaoBanue pea-
TUPYIOT JIETH TOJIBKO ¢ 6-7 aeTHero Bo3pacTa. U naxe B 3ToM BO3pacte NeTH
He Bcerga cnocoOHbI TOHHO BHIMOJHATH PACTIOPSKEHHA Bpada, Harnpumep,
3agepxath Aeixanue. B kabunere Y3U pomxubl 66iTe apkue urpymku. [pu
ocMoTpe Tesio pebeHka OOHaKaeTCH MMHUMANBHO. JTO MO3BONAET NPEAOT-
BPaTHThH [lepeoXJIKIEHHE, Co30aeT y pebeHKa oulylleHHe 3alMIIEHHOCTH.
V3H nersim Hafo MPOBOAUTH B MPUCYTCTBHH POAUTENEH, IKEIATENBHO 4TOOBI
BO BpPEMs OCMOTpPa MaTh CHACHA PAAOM C pebeHkom, obHumana ero. [lersm 3-
5 net Hamo BAThk MOTPOraTh KATUMK.

Paspeiatowmas crocoGHOCTb COBPEMEHHBIX AMArHOCTHYECKUX annapa-
TOB Ype3BbIYaHHO BEJIHKA. JTO AaeT BO3MOXKHOCTD BHIABNATL HM3MEHEHMA B
OpraHu3Me Ha paHHeH NOKIMHHYECKON CTaluH 60Ne3HH, KOraa NauueHT ete
HE HCNbITBIBaeT 0ONE3HEHHEIX OLIYIEHHH.

VY abTpasBykoBOe McCNeAOBaHHE HMeeT Gonbmoe 3HaYeHHEe B AUArHO-
CTHKE pa3U4HbIX FATOJIOTHYECKHX COCTOAHHUIA.

Y3H no3eossieT onpeaeamTh:

- pacnosioxeHHe BHYTPEHHHX OpPraHoB;

- pa3Mephl opraHa;

- MopaXeHHe CTPYKTYphl BHYTPEHHHX OpPraHoB;

- CMeilleHHe BHYTPEHHHX OPTaHOB M3-32 HAIHYUA OMYXOJIM HAH ApY-
rUX NaTOJOrHYECKUX COCTOMHMIA;

- HAKOTUIEHUS KHUIAKOCTH BOXKPYT BHYTPEHHHX OPraHOB.

B onarHOCTMMSCKHMX HDEJMX A YAbTpa3sBYKOBOM NHArHOCTHKH 06Gbiu-
HO HCMIOAB3YIOT AaTYMKM C 9acroramu: 3,0 MI'y —15 MIMu.

IlpuMeneHue NATIMKOB:

- 3,0 MI'u (KOHBEKCHBIC H CEKTOPHBIC) HCTIONB3YIOTCA B Kap AUONOTHM;
- 3,5 MI'y (KOHBEKCHBIE B CEKTOPHBIE) — B JKATHOCTHKE OpraHOB
OpIOLIHOM NOJOCTH W MaIOro Ta3a;

- 5,0 MI'it (KOHBEKCHEIE H CEKTOPHBIE) — B TEAHATPUH;
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- 7,5 MI'u — 15 MI'u (huHelinbie) — npyu uccneIOBaHUH MIOBEPXHOCT-
HO pacrloio)KEeHHBIX OPraHOB: IMHTOBHAHOMN )XXene3bl, BUNOYKOBOM jKene3pl,
numbaTniecko CHCTEMEL.

Metoanka Y3H opranos Gprominoii mosocru

V3U opranos 6piomHoO#i NOJOCTH NPOBOAHTCA YTPOM HATOIXAK ITOC/E
HOYHOrO FOMIONAHHA, OMHAKO B 3KCTPEHHBIX CHTYaUHAX HCCACAOBaHHE MO-
»eT ObiTe BbiNONHEeHO B moOoc Bpema. B GonblIMHCTBE cilyuaeB oco0oii
NOATOTOBKH He TpeOyeTcs, XOTH Y TyJHbIX MAlHEHTOB, 60JIBHBIX C BHIpAXKEH-
HEIM METEOPH3IMOM Ka4YE€CTBCHHBIi OCMOTp MOXeT ObiTh 3aTpymueH. lns
YMEHBLIEHHA NMomeX, 0OYCNOBJIEHHBIX HAIMYMEM ra3a B KHIICHUHHKE, peKo-
MEHAYETCS B TeueHHE 2—3 JHEH HCKIIIOYCHHE H3 MHULUH NPOAYKTOB, YCHIIH-
BAIOIIKX rasoobpasoBaHue B KHLIEYHHKE. DXorpadus NMpoBOAMTCA B IOJO-
neHuu 60abHOrO NeXa Ha CIHHE, NEBOM W NMpaBoM 60Ky, CHAA HWIIH CTOS.

¥Y3H neuenn

TexHHYecKHe NMpHEMbl BU3YAIH3aUMH OPraHoB OpioIIHO MOMOCTH Te
K€, 4TO U BO B3pOCIIOH NpaKTHKeE.

IMokasaHuAMHE U UCCACAOBAHHA MEYEHH ABJIRIOTCA MHOTHE KIIMHHYeE-
CKHe CHMNTOMBI U %ano6sl 6oapHoro. CxkaHupoBaHHE NPOBOAHTCA npyu 60-
JIAX B XHUBOTE, 06BEMHOM 00pa3oBaHHH B OPIOLIHON MOMAOCTH, XKEATYLIHOM
CHHApOME, NPH KPOBOTEYCHHH M3 NMHUILEBAPHTENLHON TPYOKH, NPH «OCTPOM
JKHBOTE» U T.I.

YAbTpasByKoOBOE HCCAECNOBAHUE MPOBOAHMTCA MPH NOAOKEHHH GONbLHO-
ro Ha CMuHe U3-foJ Mpasoi pebepHO MyrH NaTUMKAMM Pa3NUHHON KOH(PH-
rypaudH u 4acToTel. KiHorna ucnosesyercs MexpeOepHbii OMXOA crniepenu,
cOoKy o

MOAMBILICYHBIM JHHHAM, @ TAlOKe C3ald 4epe3 mpaByio mouky. Has
nyuwied BU3yalu3aluuy NMeYeHOYHOH MapeHXHMbl HCTIONB3YIOTCA NPHUEMB! 3a-
ZepXKH AbIXaHHS Ha FIyOOKOM BIOXE HNM KHAXYBaHWA» XHBoTa. B HekoTo-
PBIX CHTYyaUMsX HCNOJB3YETCA CKAHMPOBAHHE NPH BEPTHKAILHOM MOJIOXKE-
HHH OOJIBHOTO.

Hsmepaercs MakCHMaIbHbIH MepeaHe3aaHUii pa3Mep, WIH TOJLUHHA
fpaBoil JIONU TNeveHU. Y HOBOPOXKAECHHBIX JOHOLUCHHBIX HeTeH co cpenHei
Maccoit Tena 3ToT pasmep kosebnercs okono 45 MM, y crapmux Aereil oH
moxer gocturate 130-150 MM B 3aBHCHMOCTH OT (PH3UYECKOrO Pa3BHTHA
peberka. [Ipn Y3H neyenu onpeaensioT pasMepbl, 3XOr€HHOCTH TTAPEHXH-
MBI, COCYAMCTbI PHCYHOK, O4arosbie H3MEHEHHA.

Ilpu pasaHYHBIX TMONOXKEHHAX JATYHKA B ITAPEHXHUME MEYEHH XOPOLIO
MIPOCJICKUBAIOTCA [IB€ BEHO3HBIe CHCTeMBL. OMHOBPEMEHHO TIPOACABLHBIE
cpe3bl JONEBBIX BETBEI BOPOTHON BEHBI U MEYEHOUYHbIC BEHBI HE BUAHSI, 11O~
CKOJIBKY CKaHMPYIOTCA OHYU BO B3aUMHO NEPNEHAMKYSPHBIX TMIOCKOCTAX.
JonnnepoBckHe METOQMKH MO3BOJIAIOT OLCHUTH KPOBOTOK B JAHHBIX BEHO3-
HBIX CUCTEMaX.
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VY 3p0poBoro pebGeHka 3XOreHHOCTb MAPEHXWMbl MEYEHH CpeaHAs.
OueHka 3TOro napameTpa uenukoM OGa3sdpyeTcds Ha ONbITE Bpaua-
HCCIeNoBaTeNs U HEKOTOPhIX TEXHHYECKMX HIOAHCaX HacTpofikM annapara
(pvcyHok 12.1).

PucyHnok 12.1. HopmanbHas 3xorpamma nedeHu peberka

Anddy3Hbie HIMeHeHHN DapeHXHMBbI NedeHH HabmoaaeTcs npu
KHPOBOM renartose, XpoHH4YecKoM renaTure, Gubpose W LUUppPo3e NEHEHH.
IMpu XpoHWUYECKOM [eraTuTe BU3yanH3upyeTcs HesHaumTenbHoe anddysHoe
NOBbIICHHE IXOMEHHOCTH MapeHXUMbl. OHO 3aMETHO OTIMYAETCA OT TaKO-
BOrO NpH KUPOBO HHPHILTPALHM NEYEHH M3-3a CTPYKTYPHOH nepecTpoil-
KH. JTO BbIPAXKAETCA B HAIMUHH MEMAKHX MMNEPIXOreHHLIX BKMIOYEHHHA B na-
pPEHXHMME fieYeHH, COXPAHHOCTH COCYHMMCTOrO pHcCyHka. [Mpnuem pucyHoOK
MOXET ObiTb NOAYEPKHYT H3-3a NEPUBACcKYAApHOTo Ppubposa.

Jnddy3noe noHmwxeHne 3XOreHHOCTH NAPEHXUMbI NEYEHH OTMEYaeT-
CA 3HAYMTENBHO peke, NOCKOJbKY HET €ro YETKHX BH3YaNbHBIX NPH3IHAKOB.
OTO COCTOAHME BCTPEUAECTCA B OCTPOil (hase TOKCHYECKHX M3MEHEHMH, rena-
THTOB. MOXHO OTMETHTb MPH 3TOM 3HAYHTENBHOE YCHAEHHE COCYAHCTOro
PHCYHKA 33 CYCT YTOALIEHHA W MOBBIIEHHA 3XOr€HHOCTH CTEHOK BETOYEK
BOPOTHO# BEHbl, MOBBILIEHHA 3XOr€HHOCTH MEPHBACKYNAPHOH TkaHH. Cocy-
JB1 IPOCNEKHBAIOTCA BMNOTH A0 KANCYNbl MEYCHH.

Ilpu ocTpom renarute OTMEYAIOTCA M3IMEHEHWA CO CTOPOHBI CTEHOK
KEJMHOIO My3bIpA — OHH CTAHOBATCA PE3KO OTEUHBIMH.

B ciiyuasx ocTporo nH¢pexuMoHHOTO renaTHTa NoJoOHbIE COCYyAUCTbIE
U3MEHEHHA MOTYT CONMPOBOXAATLCA TPAH3HTOPHOH NOPTANBHOMN FHIEPTEH3H-
eii. K H3MEHEHHIO CTEHOK COCYAOB NMPHCOCAMHAECTCA YTONUEHHE H NOBbLILLIe-
HHME SXOreHHOCTH CTEHOK JKEN4HOrO My3bipi, Xenunbix nmporokos. Hdorna
H3MEHEHHA CTCHOK MY3bIPR BHIPAKEHB HACTONBLKO, 4TO ONMPCACAAECTCA CHM-
TITOM «CAOMCTOCTH», XapaKTEPHIH JUIA OCTPOro XONEUHCTHTA.

177



H3onnposaHnoe ycuneHue COCYAMCTOrO PHCYHKA, M3MEHEHHA CTEHKH
HKEJIYHOrO MY3bIpA H XKENYHLIX MPOTOKOB OAMH M3 CaMbIX 4aCTulX B neauar-
PUMUYECKOH MPAKTUKE CHMNTOMOB H3MECHEHHA MedeHH. 3aMe4eHo, 4To noaot-
HBIE H3MEHEHUs BCTpeyaloTcs npu moboil BUpYCcHOMH HHdeKuH, HHTOKCHKA-
UMH, CHHIPOME «OCTPOro XHBOTA» PA3NUYHOR ITHONOTHH.

Ouarosbie HIMeneHHN NAPEHXHMbI fleHeHH [HATHOCTUPYIOTCH 3Ha-
YUTEABHO Npolue, veM Auddy3ubie. BHIrMAAsT OHH Kak rHNO3XOreHHbie 06~
pa3’oBaHUA OKPYF/OH WIH OBaNbHOM (POPMBI C HETKHMH B POBHLIMH KOHTY-
PaMH, ONHOPOAHLIM FHNO3IXOICHHBIM COACPKHMBIM M TOHKOH FMIIEPIXOreH-
HO# Karicynoii. Ouarossle H3IMEHEHHA B MEYEHM 3TO KUCTHI, rEMaHIHO-
MBI, OMTYXOJIH, O4aru WHPEKLMOHHOI 3THONOrHH. BpoxaeHHble CONMTapHLIE
KUCTBbI Hallie BCero pacnonaraiotca noaxancyiabHo B VI u VII cermenTax
npasoi aonu, [l cermenTe AeBoi NONK, XOTHE MOTYT BCTPETHTLCH U B JHOOOM
Apyrom cermeHTe (pucyHok 12.2).

Puc. 12.2. Kucra neBoit noau neyeHu

B otnudue oT cONUTAPHBIX BPOXKAECHHBIX KHCT MHOXECTBEHHBIE KHC-
Thl, HJH MONHKHCTO3, — TAXEneiLee BpoxaeHHoe 3abonepanne. B 50% cay-
4YaeB NOJHKUCTO3 NEYEHU COUETAETCS C TOJIMKHCTO30M MOYEK, BOIMOXKHO
MIOJIMKHCTO3HOE NMOPAKEHHE APYTHX NAPEHXHMATO3HbIX OPraHoB.

Ipu >ToM 3a60neBaHUN pa3Mepbl KHCT MOTYT BapbHpoOBaTh OT MUKPO-
CKOMHMYECKUX A0 ruraHtckux. [TopaxatoTcs Bce oTAenb neveHu. Ona obbi-
HO yBeNnHt4eHa, IOTHa 3a cueT conyTcrytowero pubposa.

Tlpu ynsTpasBykoBOM MCCNEAOBAaHUHK 3aTPYAHEHHIA B AMArHOCTHKE 33~
OONEeBaHKA HEe BO3HUKAET, €CNIH KHCThI UMEtOT Gosnbiline pa3mepsl. Dopma UX
MOXKeT ObiTb camoii pazHooOpasHoi. O6man IXOreHHOCTh NEHEHOYHON Mna-
PEHXHMBI MOBEIlIEHa; 06palllaeT BHUMAHHE OTCYTCTBUE HOPMaJIBHOTO COCY~
AUCTOrO PUCYHKa BOPOTHOW BEeHbl. 3TOT YJILTPa3ByKOBOH NpPU3HAK OMOraeT
B OHArHOCTHKE MNOJIMKHCTO3a, KOrAAa MOJOCTH MENKHX KMCT HEBO3MOXHO
YBUAETH H3-33 UX HE3HAUUTENbLHON BENHUHHBI.
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OnHo# M3 npuuiH 00pa3oBaHKUA KUCT B MeYeHH ABNSAETCA e TpaBMa-
THYecKoe mopaxeHue. [1py HanM4UK KPYMHOM MOAKANCY/MbHOM WA MapeH-
XHMATO3HO#H reMaToMBbl BO3MOXHO POpMHPOBaHHE BTOPHUHHONH KHCTBI CIYCTS
2 Hen. BeirmaasT BTOPHYHbIE KHCTHI Kak OOBIYHAA KPYIJIas KHCTa C TOHKHM
TUNEep3XOreHHbIM 000AKOM. B nepBbie AHH comepUMOe HEOJHOPORHOE 3a
cuer oOpa3oBaHuA crycTka kpoBH. B nansHeitliieM CrycTok ucuesaer, M co-
JepXHMOE KHCTbl CTAHOBHTCA ONHOPOAHBIM U TMIO3XOreHHbIM. Menkue
TPaBMATHHYECKHE reMaTOMbl B NMEeYeHH pebeHKa 3aKpbIBAIOTCA CaMOCTOATENb-
HO 1 JIOBOJIBHO ObICTPO B TeueHue 23 Hel.

[pu useroBoM monnnepoBckoMm kaptuposavuu (LIK) wabntonaercs
OTCYTCTBHE HOPMAIBHOTQ COCYIHCTOTO PHCYHKA M HapyllleHHe KPOBOCHa0-
wenus. Kancyna nedyeHu coxpanHa. Bokpyr neuenu, moja npaBoit aosneit,
BO3MOXHO MOfIBJIEHHE PEAKTHBHOIO BBINOTA.

Hssecten BapuaHT MCxonxa reMatoM — oOpa3oBaHMe KajlbUMHATOB B
oyare nopakeHus. KanbuuHaTsl MOTyT 00pa3oBaThCa Taioke MOCIE OMaroBo-
ro HEKPOTHYECKOTO NOPAKEHHA TIeYEeHH OO0/ APYro ITHONOTHH.

B03MOKHEI 04aroBbI€ MOPAKEHHA NevYeHH HHPEKIIMOHHOM STUHONOTHH,
MOCJIE KOTOPLIX MOXeET ObiTh OTJIOKEHHE COJNIeH KalblMA B 30He Hekpo3a. K
TAKMM UH(QEKUMAM MpexIe BCero OTHOCUTCA HEPCUHHO3, XNAMHMAKO3, TOK-
COKapo3, ONUCTOpX03, DakTepHanbHas UHekuus ¢ odpasopaHuem abcuec-
COB, BpPOXKACHHBIH crHuauc. Yaue BCEro OHH UMEIOT B AHaMeTpe oKono 15—
20 MM, KOHTYpBI HX HEYCTKHE, Pa3MbIThiE, BOKPYF BO3MOXEH JIerKuii rune-
pIXOoreHHblit 06000K, TaKKe HMEIOLIHIE Pa3MBbITbIE KOHTYPbI.

OTy NapeHXHMAaTO3HbIE H3MEHEHHA NEYEHH CONPOBOXAAIOTCA Pa3NHy-
HbIM 1O CTEMEHH YBENHYEHHEM NUMPATHYECKUX Y3NOB B BOPOTAX MEYECHH,
NOA KancyJ/o# nomKeayRoMHON enespl, M0 X04Y KPYNHbIX COCYAOB (pucy-
Hok 12.3).

PucyHok 12.3. Ouaru B neueHd HHPEKUHOHHON ITHONOTUH
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¥Y3H xenqHoro ny3nips H KeJi4eBbIBOARIIHX NPOTOKOB

INokasaHuaMM Ans npoBedEeHHs YALTPA3BYKOBOrO HCCAENOBaHUs
WENYHOTO My3bIPA Y KENUEBHIBOAALUMX NMPOTOKOB ABAAIOTCA GONH B KHBOTE,
KeNTyxa, fnanbnupyeMoe o6pa3oBaHME B BEPXHHX OTHENaX XXKHBOTA, rena-
TOCTUIEHOMEranu.

B o6bI4HOMH NpakTHKe OLIEHKA XENYHOrO My3bips H APOTOKOB BXOAMT B
CAMHBIA KOMIUIEKC HCC/ICNOBAHHA HapaLy C OLCHKOH MeveHH, nojxXenyaou-
HOJ#t KeJe3bl, CENe3eHKH, oYeK, KPYNHBIX COCYA0B U MMM(ATHYECKHX Y308,

VY3H peGexxa npoBomsaT yTpoM Haroulak. Bosmoxho uccnenonavue
H BO BTOpOit nofosuHe AHA. [Ipu 3ToM BpeMs rofonaHus nocie Aerkoro 3a.-
Tpaka JO/DKHO COCTaBAATb HE MeHee 6 4. JlonomHUTENbHbIE MAHHITYIALNK B
BHAEC OYHCTUTENBHBIX KAH3M, 0cO0OH AHETHI, MEAUKAMEHTO3HOM NMOArOTOBKH
B NEeAHaTPUIECKOH MpaKTUKE HE NPOBOAATCH.

Hccnenopanne npoBOAMTCA B MONOXKEHUH pebeHKa Nea Ha CnHHe.
Taioke NPHMEHAIOTCA U APYrHE METOAHKH — B NOJIOKEHUH CHIIA, B MOJIONE-
HHMU Nexa Ha TeBOM WK npasom 60Ky. OGbIMHO CKAHHPOBAHHE OCYIUECTBAA-
ercs M3 npaBoro noapeGepba. YV aerteil crapliero Bo3pacrta [UIA nydlleil BH-
3yanu3saunu sHoraa Tpebyerca riny6okuii BAOX Gonabtoro. YiabTpasBykoBas
OLIEHKA W3Y4aeMOro OpraHa HOCHT B OCHOBHOM aHaTOMHYECKHI XapaKkTep:
pacnonoxenue, GopMa, pasMepbi, CTEHKH, COAEPIKHMOE, B3aHMOAEHCTBHE C
PA/0OM pacrnonoXeHHbIMY aHATOMH4ECKUMH CTPYKTYPaMH.

B npouecce pocta peberika Ppopma ny3bips HIMEHAETCA OT BEPETEHO-
o6pa3Hoif K UMJIMHAPUYECKOH, a 3aTeM KamnueBHaHoi. B mobom Bo3spacre
MOTYT BCTPETHTBCA PasfnuyHble KOMOHHALMK BapHaHTOB PaCMONAOCKEHHUA W
bopmbl keauHOro nyssipsa. CTEHKa XKENUHOTo Ny3bipa y AeTeil OYeHb TOHKas.
TonwuHa cTeHKH y AeTeif cTapuiero Bo3pacta He NO/KHA NPeBblluaTh 1MM.
JXOreHHOCThL €€ HECKOJIbKO BbilUE IXOreHHOCTH MapeHXHUMbl MeYEHH, CTPYK-
Typa — oaHOpoAHas (pUcyHok 12.4).

Pucynok 12.4. HopmaibHast 3Xx0rpaMma se4HOro Mmy3bips
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ConepkuMoe Xea4HOro my3bips B HOPME OAHOPOAHOE H THIIOIXO-
rednoe. O4eHb y MHOrux fered (NpakTUYECKH BCEraa) Onpeaensercs He-
6onpioe KONUYECTBO PLIXANOTO OCAAKAa - PE3YNbTAT KOHUCHTPAUHOHHOH
(GYHKIHM XKeNYHOro My3bipA, KOrAa B OCAAOK BLINAKAIOT HEKOTOPbiE KOMMO-
HEHTBbI KOMIOMAHOTO PacTBOPa — KemuH (XxonecTepuH, OGMANPYOGHHAT KaNbLMs
H T.1.). UHOrAa 3toro ocajika CTaHOBHTCA MHOFO — OH 3aHHMAET NOJIOBUHY M
Gonee nonocTH ny3uipa, npuodperaer Gonee IXOreHHLIH XapaKTep H Mo CBO-
el «nnoTHOCTHY NpHGMKaeTCH K 3XoreHHocTn nedeHn. Takoii xapakrep
H3MEHEHHA CBHACTENLCTBYET O Aucxonuu (pucynok 12.5).

Pucynok 12.5. fucxonus

Yamme scero npu Y3HM MoxHO OOHapyXuTh H3MeHeHHe (opMbl
eJUHOoro nysnipsi. Knunuieckoe 3naueHHe uMeroT nuib crofikue aedop-
MalHH (aHOMaTHK Pa3sBUTHA), HE HCYE3AIOLIME TIPH MepeMeHe MONoKEHHA
Tena W onpeaensloUiMecs Npu NOBTOPHbIX obcnenosanuax. K Takum negop-
MaLMAM  XKETYHOrO My3bIpA OTHOCATCH pa3lNHyHbe HeoOpaTHMble H3MEHe-
HHs ero QopMmbl (rieperubei), CTEHKH (NEPETSXKH) U MpOcBETa (Neperopoa-
KH).

[lpu nenpaBunbHO#t MeTONHKE CKAHHPOBAHHA BO3IMOXXHA HEMpaBHJIb-
Hasd WHTepNpeTauus AaHHbIX O Gopme xenuHoro my3sipsa. Ecin ucnonp3yer-
Cfl TONBKO OJHO MOJIoKeHHe GONLHOrO eXKa Ha CIIHHE, TO XKEMUHLIA My3biph
nedopmupyercs, u3ruGaeTcs — B OCHOBHOM H3-3a BO3JCHCTBHA TOACTOM
KMIIKH,

ITpu ckauupoBaHny GONBLHOTO B MONOXKEHHH Ha NeBOM GOKY, B Nono-
KEHHH CHAR WIH AAKE CTOS ITH JIOKHbIEe (JIabHIIbHbIE) TEperopoAKH U nepe-
OB B GONBLIMHCTBE CBOEM NUKBUIMPYIOTCA H 33 MATONOTHYECKHE H3MCHE-
HHA He NpHHUMaloTeA. IcTHHHBIE Neperopoaku Wi memOpanbl (kak pe3ynb-
TaT HapyluieHus 3MOpHoreHesa) HUKYAa He MCYE3AIOT NMPH MOOOM nonoxe-
HuM 60nBHOTO.
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He ncuezator Taioke W BbISBIEHHBIE NMEPErHOBI, KOTOPbIe MOTyT ObiTh
BPOXKJACHHBIMH M PHOOPETEHHBIMHM B PE3YJILTATE BOCHANMTEABHOTO NPO-
uecca (prcyHok 12.6).

Pucynox 12.6. Jlepopmans :xen4Horo ny3sipa

Xo/1eIHCTUTBI Y NETEH BCTPEUAoTCA O4eHsb pelko. Beissnenue xo-
JICLIMCTHTA IOHKHO GBbITh TONBKO KAHHUKO-HHCTpYMeHTanbubM. [Ipu 310M
3aboneBaniy y nerelt M3MEHEHHS CTEHKH JKEAYHOTO My3bipst HEBOIMOMKHEI
6e3 coueTaHUA ¢ BLIPKEHHBIMH KNHHHYECKUMH cuMiTTOMaMu (GoneBoii
CHHIAPOM, CUMNTOMBI XOMIENaTHH, H3MeHeHna B naboparopHbix KaHHbIX). C
Apyroii CTOpPOHEI, 3Xorpaduueckoe 3aKMoIeHHe J0MHKHO ONMPATHCH Ha KOM-
MNEKC YNBTPA3BYKOBBIX MMPU3HAKOB U3MEHEHHH CTEHKH IMy3bIps, €ro npocee-
Ta (3kemyu), MHOrNa GOPMEI.

K xnacchueckiM MpU3HAKaM XOMELHUCTHTA OTHOCHTCA YTOMIMICHHE
CTEHKH CBhIMIe 2 MM, KOTOpOEe MOXeT GBITh paBHOMEPHBIM BO BCEX OTAENAX
My3bIpSl WK HEPaBHOMEPHEIM C NMPEUMYIIECTBEHHBIM MOPAXEHHEM CTEHOK
BBIXOAHOTO OTAENa W/unM AHa. ToniyHa nopakeHHO! CTEHKH MOXKET ROCTH-
rate 6—8 MM. BHyTpeHHuit KOHTYp — HEPOBHBIMH, YeTkuii. [Ipu 3TOM 3XO0reH-
HOCTh MNOPAXKEHHOM# CTEHKM TAKXkKe MOXKET ObITh pa3HOH — MOBBIUEHHON WM
TIOHKXXEHHOH. Tlocnenuuii mpusHak oOyCNOBNEH OTEKOM, KOTOPHIH HHOraa
NPUBOIMT K MOABIEHUIO CUMITTOMA «CROHCTOCTHY,

led XOJICHHUCTUTE MEHAECTCA 3XOreHHOCTL COAEPXXHMOrO XEITYHOro
ny3sips. Iloasnsgercs Gonpimoe KONMYECTBO MJIOTHOrO OCAaAXa, KOTOPEIHA 3a-
HUMAaeT 3HAYMTENbHBIH 00beM M MHOrZa  3aNOJHAET Bech My3biph. CamMa
MaHHITYIALNNA CKAHMPOBAHUA B 3TOM cTaiMH BeCbMa 6Gone3HeHHa.
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BeisiBiieHHe OTAENbHbIX (PEHOMEHOB HU3MEHEHHS CTEHKH W MpOCBeTa
KEMYHOro Ny3bIpA OUEHb YACTO HE ABAAETCA NPU3HAKOM Xoneuncruta. Yacto
YTOJILUEHHE CTEHKH ABJIAETCA NOKHBIM — OWMOKA NPOWCXOAUT MpU Heco-
6aoaennn ycaosHi NoAroToBkH 6onbHoro. CokpatlieHHe XeaYHOro ny3nipa,
CBA33HHOE C NMPHEMOM NaXKe He3HAUUTENBHBIX 00LEMOB AKOCOH MHILIM, COKOB,
MUHEPabHOMN BOMbI, JKEBATENbHON PE3UHKH, KypeHHeM, Bcerja compoBOXK-
AAETCA YTONLUEHHEM H MOBBILIEHHEM 3XOT€HHOCTH CTEHKH KEIUYHOro my3bl-
pa.

HUCTHHHOE YTONIIEHNE CTEHKHM YALUEe HOCHT BTOPHMUYHBLIH XapakTep W
MPOUCXOANT B PE3YNbTATE CaAMbIX PaliMYHbIX NpHunH. K HUM OTHOCATCA BM-
pycHbie 1 GakTepnanbhbie HHbexuHK M0boi ITHONOrHK, anneprus (ocobeH-
HO muwesan), suMGoaseHONaTHH, CBA3AHHBIE C CHCTEMHBIM HOPHKEHHEM
(3nokayecTenHbie JIMMPOMBI), C BOCHATHUTENbHBIM MOPAKEHHEM OPraHOB
6ptowHoi monocTH 1 3a6proWHHHOrO NPOCTPaHCTBa (NMHeNOnedPUTSL, rNo-
MepyIoHEePPUTH) H C NEPUTOHMTAMY, [ENATHTHI, NOPTAIbHAA FHIICPTEH3NS
Pa3iH4YHON ITHONOTHH U YPOBHA, rUnoansOyMuHeMus (rUNONPOTEUHEMHs).
IXOreHHOCTb CTEHKM My3bipi B 3THX Cly4qasX MOXeT ObiTb MOBHLUNEHHOM,
TIOHW)KEHHO, C CUMITTOMOM CAOUCTOCTH, KOTOPbIFi MBI Habmoaanu npu ocr-
pom nuenoHedpHTe, CEPRASHHONR HEAOCTATOMHOCTH, FENaTUTAX, NEPHTOHUTAX,
OCTPOM AMACHAMLIMTE, KHUWIEYHON HENPOXOAUMOCTH, MEPCHHHO3E, XnaMu-
AHO3C U T. 1.

OnpeneneHHble aHATOFMH MOXKHO MNPHBECTH MEXAY YTOMUIeHHeM
CTEHKH KETYHOro My3bipA NMPH BUPYCHOH HHQPEKUMH U 3HAUHTENALHLIM YCH-
JIEHHWEeM COCYJHCTOrO PHCYHKa rMeYeHUW MpH 3TOi ke HHPEKUUH 3a cYeT
YTOMLUEHHUS ¥ NMOBBILIEHUA IXONEeHHOCTH CTEHOK BCEX BETOYEK BOPOTHON Be-
Hbl ¥ MOBBILUEHHA 3XONEHHOCTH TKaHeH, nexailux nepunopranbHo. OcobeH-
HO 3TO 3aMeTHO y GONBHEIX ¢ abnoMuHanbLHEIM GONEBBIM CHHAPOMOM Ha ¢o-
He BUpYcHOH MHQEKLMH, KOTAa HEBO3MOXKHO B MEPBOE BPEMS MCKIIOYHTH
OCTPYIO XHPYpPrHuecKyo narosioryio. [Ipu cHuMnToMarHyeckoi Tepanuu co-
CYAMCTHIH PUCYHOK MEYSHH HopMatu3yeTca Yepes 3—5 aneil. B 3t xe cpoku
YMEHbLUAETCR TONINWHA CTEHKH KENHYHOTO My3bIPs ¥ Kcye3aeT 6oneBoit CUH-
apom. Takum oOpa3om, 3TH M3MEHEHMS HOCAT ABHO BTOPHYHBIN, Hecneuu-
(duyeckuit xapaxrep.

KoskpeMeHTbI B TPOCBETE JKEJIYHOr0 OY3bIps Y AeTeil He ABNAIOTCS
penKocTblo. Y nerteit xenyHokaMeHHas 00JIe3Hb YaCTO COYETAETCR C aHOMa-
JuAMH XenuHoro ny3eips. [Ipu Y3U onpenenserca Haauuyue B npocsere
KENYHOro My3bipsS OOHOrO MMM HECKONbKUX THMEPIXOT€HHBIX BKJIOUEHHH
paznuuHOil GopMbl ¥ pasmepos. IIpu 3ToM UKCHpYeTCH CHMNITOM y/bTpa-
3BYKOBO# JOPOXKH, HNH TEHH. 3aBUCUT 3TO B BONbIIOH CTENEHU OT XUMUUeE-
CKOT'O COCTAaBa KOHKPEMeHTa. MsArkve XOJEeCTepHHOBble KAMHH Naxe MNpH
3HAUMTENILHOA BENWYHHE MOTYT HE NaBaTh AOPOXKH. Takike He JalOT TeHb
MeJIKHe KaMHUW 060U NA0THOCTH.
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Ipu nepemeHe MONOXKEHUA TYJIOBMILE, YTO ABIAETCA 06A3aTENBHBIM
3JIEMEHTOM B MCCIEAOBaHHH GONBHOro ¢ XxenyekaMeHHOH GONE3HBIO, KOH-
KPEMEHTBI Jierko cMelaioTca. CMelleHHs He NPOMCXOIMT B ClIy4aiaX «BKO-
JIOYEHHOro» KaMHs B wieiike My3bIps HJIH IPY OYEHb MaJIbIX €ro pasmepax,
KOr'1a OH Kax Obl NPUIKIIAET K CTEHKE.

Ocob6eHHO 4acTo 3TO MPOUCXOAUT NPH COYETAHHH C CUMIITOMOM
«rPA3HOMY JKeJYH, KOTAa OCANOK BRITANMT KaK «3aMa3kay.

IMpu ToTaneHOM 3aMOJHEHWH NPOCBETA JKEJIYHOTO Hy3bIpA KOHKPEMeH-
TaM{d HH CaM Kenuupli Iy3BIpb, HY OTHENbHBIC KAMHH BU3YATW3UpPOBaTh HE
yoaeTcs  HM3-3a 3Ha4YHTENbHOrO OTPAKEHHUs 3BYKOBOTO CHPHala (PHUCYHOK
12.7).

Pucynok 12.7. KOHKpEMEHT B )KEMYHOM IXy3bIpe

¥Y3H noaxeny109HOH xKenesbl

B HacTosllee BpeMs YJAbTPa3BYKOBOE HMCCIICJOBAHUE ABJIACTCA CIMH-
CTBEHHBIM CIIOCOOOM Jiy4eBOM AMAarHOCTHKH, MO3BOJIAIOIIMM OBICTPO, HOCTO-
BEPHO, OLEHHTh AHATOMHUYECKYIO COXPaHHOCTH MOMKETYHOYHOW Kejiespl y
Jeteil moboro Bospacra. IloxasaHUAMH IUIA MPOBEACHHUA XOTrpaduM fBJIA-
10TCs abOMHHANBHEIA OONEeBO# CUHAPOM, CUHAPOM CPHITMBAHMS M PBOTEHI,
Mansabcopbums, anneprus (ocoGeHHO MuIleBad), KoxHBie 3abonesanus,
CHMIITOM MajbNUpyeMOH OIyXOonu B BEpXHEeH MONOBHMHE )KMBOTA, BHICOKAs
KUIIeYHas HENpPOXOAMMOCTh, Tyrasd TpaBMa XHBOTA. C Apyrodl CTOPOHBI,
MODKENYAOUHAA JKe/le3a BCerAa HM3YHaeTcs NPH UCCICAOBAHUM TE4YCHH H
HENYEBBIICTUTENBHON CHCTEMBI.

Meronuka CKaHHPOBAHUs JKENE3bl - B 3NUIACTPalbHON 00AACTH NpH
MONepeyHoM paclOoNOKEHUM JaTYMKa BH3YATH3UPYIOTCS aHaTOMHYECKHe
OpHEHTHpPHl — TONEpPEeYHBIE CPe3bl A0PTHl, HIDKHEH MONOH BEHEBI, BepXHeH
GpBbKeeYHOH apTepuH, MPOJONEHBIA Cpe3 cele3eHOuHON BeHwl. [lpu aToM
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CKaHUpYIOIas NAOCKOCTh 0643aTenbHO MpPOoiaeT Hepes TKaHb MOMKETyn0Y-
HOM xene3m (pucyHok 12.8).

PucyHok 12.8. HopMansHas 3xorpamMma nomxenyAaouHoi xenein

Y nereii 4alue BCcero BCTPEUAIOTCA PEaKTHBHBIE H3MEHEHHUS TOMKENY-
JOYHOH xene3bl — MOBbilIEHHE JXOTEHHOCTH H 3EPHHCTOCTH MAPEHXUMBL,
HHOTAA Ha (JOHE YBENHYEHHA Pa3MEPOB OpraHa. DTH H3MECHEHHA ABANIOTCA
secneunduueckumu (Ha GoHe nULIEBLIX OTpaBieHHH, FACTPUTOB, ANICPTHH,
BHUPYCHBLIX HH(IEKUMH U AP.) U HE COOTBETCTBYIOT KIIHHHYECKOMY ARArHO3Y
«NaHKpeaTuT.

Y3H cenesenku

INoka3anua mas ucciienoBaHNA CENIE3EHKH: CIUIEHOMEranus, BbiABAC-
HHe 06beMHOrO npouecca B neBoM noapedepsbe, 3a6oneBaHus KPOBH, TPaBMA

xuBota. Hccnenosanue spngerca o6a3aTenbHbIM NPH CKAHHPOBAHHH
BEpXHEit MONOBHHLL XUBOTA peOeHKka. Camo no cebe yBeHUeHHE Cene3eHKH
6e3 UIMEHEHHA CTPYKTYPhI M 3XOTEHHOCTH €€ MapEHXUMBbI BCTPEYaeTcs no-
BO/IbHO YacCTO NP PA3NHYHBIX UHPEKUHAX, CHCTEMHBIX 3a60oneBaHHAX, HH-
TOKCHKAIMAX, 3TOKaYE€CTBEHHLIX 00Pa3OBaHHAX U Ap.

Camblii 4acTbiii BHI NMOpKEHHA CeJie3eHKH y fileTe 3TO TpaBMa.
TpaBma ceneseHkH MoxeT Obith y peGeHka JioGoro Bospacta. Y crapuinx
AeTell paspeiBbl CEM€3€HKH BO3HHKAIOT MOC/E MEXaHU4YEeCKOTo BO3AeHCTBHA
(ynapa). [loakancynbHbie pa3pbiBbl XapaKTEPH3yIOTCA 0Opa3oBaHHEM reMa-
TOM Pa3sfIUIHON BENMYMHBI U PACTIONIOKEHHUA — cpasy IIOA Karicynoid, B na-
pEHXHMe, B BOPOTAX ceneseHkH (pucyHok 12.9).
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Pucynox 12.9. HopmanbHas 3xorpamma cenesenku

M3 H3BECTHBIX CTPYKTYPHBIX MEPECTpoeK CEe3eHKH HeoOXOMMMO OT-
METHTDb MOABNEHHE OMArOBbIX MOPAXKEHHI B BHAE rHMEP- W FMNOIXONCHHLIX
BKAIONEHHH. [UnepIxoreHHbIe BKIIOYEHHA ABNAIOTCA 4aule BCEro pe3ynbTa-
TOM NEPEHECEHHOW NCCTPYKUMH (HEKPO3a) NapeHXUMbi — BCIIEACTBHE TOKCO-
Kapo3a, HepcHHHO3a, XNaMHANHO03a, CHUNNnca, TyGepkynesa, Mukpoabeuean-
posawms rpu cencuce. Ecnu peberok ocMatpuBaeTcs B 0CTpyYIO CTaauio ne-
PEUHCNIEHHBIX Bbille 3aboneBanuii, TO BO3MOXHO YBHAETH (PEHOMEH rumo-
3XOTE€HHbLIX BKIIOYEHKNA. BhifBIAIOTCA NOAOOHLIE H3MEHEHHSA CENE3EHKH 4a-
e BCEero ciy4aiHo.

VY nereit Takke HEpeAKO BCTPEUAOTCH KHCTHI Cele3eHKH (PHUCYHOK
12.10).

Pucynok 12.10. Kucra ceneseHku
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¥Y3H nouyex

fMoka3aHMSsMH AN OCMOTPa ABASIOTCA KJIMHMYECKME MPU3HAKN BOCHA-
JICHHA MOYEBOH CHCTEMEI, 60JIH B )KHMBOTE, CHHAPOM AANILAUPYEMOH ONYXONH
B GIOLIHO# MONOCTH, AH3YPHUECKHE CUMNTOMBI, IMXOPaAika HESCHOTO reHe-
3a, U3MEHEHHUA B AaHANH3AaX MOYH.

Oxorpadus NMOYEK U MOYEBOrO My3sIPA AOHKHA OOA3aTENBHO [IPOBO-
OUTBCS  MPH MNPOPHAAKTHUECKHX OCMOTPAX, HCCREAOBAaHHAX MO MOCOMY
ApyroMy Rosoiy OpraHos Op1olHON NONOCTH K 3a6pIOLIMHHOTO MPOCTPaH-
CTBa, MOCKOAbLKY HEKOTOpble M3MEHEHMs MMOYeK MPOTEeKAT Oe3 BbipakeH-
HbIX, KTHHUYECKHX NMPH3HAKOB.

Ocoboit noaroroBku ans uccnenosanus we Tpebyerca. Ecau nepen
BpPAYOM CTABMTCA KOHKPETHa 3a/laua BbIABACHHA NaTONOrHK OPraHoB Moye-
BbIJEJIEHHSA, TO CKaHUPOBaHHE HEOOXOAMMO NPOBOAMUTL MPH HAMONHEHHOM
MoueBOM ny3bipe. [IpuueM 370 HanosnHeHHe xenarenbHO NPOBOAHTD €CTeCT-
BEHHLIM MYTEM [0 MOSABNEHHUs NepBOro no3siBa K MUkuuH. [ouku, Mouerou-
HHKH H MO4€BOI IMy3bIPb AOHKHBI ObITH OCMOTPEHBI 10 M T10C/IE MOMEHCTTYC-
KaHHA.

VAbTpa3ByKOBas OLEHKa MOYEK B OCHOBHOM XapaKTepu3yeT pacnofo-
XKeHHe, KOHTYPbl, pa3Mepbl, CROHCTBA NAPEHXHMbI M CPEIMHHONO KOMIUIEKCa.
CaMbIM HH(POPMATHBHBIM ABASETCA NPOAOALHOE CKAHUPOBAHUE CO CTOPOHBI
cnuHbl. KpoMe 3Toro ucnonblyercs CkaHHpOBaHHE Yepe3 MEPENHION CTEHKY
®MBOTa 1 cOOKy. [lns onpeaeneHus pazMepa NOUKH H3MEPAIOT AnKHY (Bep-
THKIbHLIA pasMep) H TOMLHMHY (NepeaHe3anHuii pasmep) (prucysok 12.11).

PucyHok 12.11. HopmanbHas 3xorpamma nouku pebenka
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AHOMaNWH Pa3BHTHA NOuEK y JeTell BuABAAIOTCA NOCTATOYHO 4ac-
TO. MoryT HaGmoAaTbCcA aHOMAaNUM KOMMUECTBA M MOMOXKEHHA TOYEK, KO-
Topbie B GonbLIKMKHCTBE Chyuaes npoTekaloT Geccummromto. ITpH oTCyTCTBHH
MOYKH B THITHUHOM MECTE CNEAYET NOMHHTh O BO3MOXHOH ee AHCTONHHU H
NPHLENBHO OCMaTPUBaTL BCIO OPIOUIHYIO MONOCTh H Mkl Ta3. unonnasus
(Henopa3BuTHE) - NOYKa HOpMaNbHON (POPMbI H CTPYKTYPhI, HO MeHbLIEro
pa3mepa (pucynok 12.12).

PucyHok 12.12. 'knonnasus 1eBoil NOYKH
AHOMAJIHK PacnONOXKeHNs Nnouek TpeSYIOT CKAaHUPOBAHMA M3 PA3HLIX NO3U-
uuii. Haubonee uacto BerpeuaetTcs noakosooGpaznas nouka. Busyanu3sauus

nepemeHKa ABJIACTCA llOCTOBeprlM MPH3HAKOM AAHHOr0o NOopoKa (pHCYHOK
12.13).

Pucyuok 12.13. MoakoBooGpasHan novka
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YacToii narosiordeil B A€TCKOM BO3pacTe ABJAAETCA YABOCHHE Yallley-
HO-noxaHo4noii cucremsl (YJIC) onHo# nau obenx novek (pucysok 12.14),

PucyHoxk 12.14. Y aBoenne YJIC ¢ pacumnpernem coGHparensHoro
KOMMIexca
I'naporedpos (o6cTpykia NUENOYpETPanbLHOrO CErMeHTa) oaHa M3
HauOoJIee YaCTBIX aHOMaTHii MOYEBbIIENUTENLHOM CHCTEMb Y netedi. CyThb

Nopoka B HAPYWEHHH MPOXOAHMOCTH MOYH M3 JIOXAHKH B MOYETOHHHK (pH-
CyHok 12.15).

Pucynok 12.15. Fngponegpos 11 crenenu
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Cpeau aHoManuii CTPYKTYpbI [I04€K BaXKHOE 3HAYEHHE MMEIOT KHCTHI -

COJIHTapHbIE, MONMMKUCTO3, MYJILTUKHCTO3, @ Takke ryGuaras noyka (pucy-
HOK 12.16).

Pucynok 12.16. MynbTUKHCTO3 MOYKH

Y3H muroBHAHO# *Kene3nl

[MaTonorus THPEOUIHOH CUCTEMBI ¥ AETEl pacnpoCTpaHeHa AOCTATOY-
HO wHpoko. OcobeHHO BLICOKA B MOCAEAHHE TOAbI PACHPOCTPAHEHHOCTD
HonneduunTHbIX 3abonesanuii (3HAEMHUUECKOrO 3006a), a TaKKe ayTOMMMYH-
HbIX 326071eBaHMil IKUTOBHUAHOM Kene3bl (TNaBHbIM 06Pa3oM, ayTOMMMYHHO-
TO THpeouauta).

Mpu Y3H uccnenosannu peGeHOK NEKHT Ha KylleTKe, MOA Nueuu
noaxnanbiBaercs HeGonbwoil Banuk. HUccnemoBanve IMMTOBHAHOH XKenebl
NPOBOAMTCA B NONONKEHHH MALKEHTA NEXKa HA CIMHE C NOMIONKECHHBIM NOA
MNeun BaNuKoM 1 HeGoALIINMM 3aNPOKHAbIBaHHeM ronosu. Ecau 3to nono-
HEHHE ABAACTCA HEYAOOHLIM HNK HEXeNATeNbHBIM A NMAUKUEHTA, HCCAeNo-
BaHUE MOXET MPOBOANTHLCA CHAA, € 3AMPOKHHYTOI ronoBoil.

CxanupoBaHHe OCYWIECTBISETCA B TPEX OCHOBHBIX TJIOCKOCTAX — B
NONEPEYHOM, KOrAa U3IMEPAETCS MAKCUMANIbHA TOJHIMHA Nepeweiika 1 -
pHHa KOKAOH ROAM, M B NABYX KOCONPONOALHEIX (I KKAOH AONW), Koraa
H3MepAeTCs uX ToawmuHa u annaa. [lpu sxorpaduu oueHMBaeTcA dXOreH-
HOCTb (3XOMAOTHOCTH) H IXOCTPYKTYPA THPCOHAHOM TKAHH U €e KOHTYPOB #
COOTHOLLEHHE C PAAOM PACNONOXKEHHLIMH OpraHami, a Takxke ofbem wuro-
BHAHO# KeNne3bl.

B Hopme sxorpaduyeckas KapTHHA XKenedbl OTHOCHTENBHO NpPOCTas U
NPEACTaBACHA ONHOPOAHON TKAHLIO CpenHeil IXoreHHocTH. Kontypnl xene-
3Ll POBHBIC, YETKHE, KaNcyna npakrhuecku He anddepeHumpyerca. B nexo-
TOPBLIX CAYHAAX B NPOCKUHH TKAHH Keje3bl YAAETCR BU3YyaNH3HPOBATEL COCY-
Abl, KOTOpbie NPEACTaBACHbI TOHKUMHM THMO3XOrEHHBIMH TPYOUaTHIMK
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CTPYKTYpamMH B {IPOEKUHH BEPXHHX M HUMNHUX MIO/HOCOB joneil (pUCYyHOK
12.17).

Pucynok 12.17. HopMasibHan 3xorpaMMa 1MHTOBHAHO# XKene3bl
(nonepeyHbIi H MPOJONLHLIA Cpe3b)

K Tpem rfiaBHbIM KJTaccaM THPEONaTHiH OTHOCAT BPOXKACHHbIE aHOMa-
nuu, auddysHole 3aboneBaHUs LWHMTOBUAHON Xejne3nl M yIoBo# 306. B
CTPYKTYpe TUPEOWAHOMN MaTONOrHH NpeBamMpyloT 3abosieBaHUA, CONPOBOXK-
naowmecs AW Y3HbIM YBENHUEHHUA IMHMTOBUAHOW Xene3bt — audPysnbiii
306.

JAnddysnbie 3a601eBanns LINTOBHAHO# 2efe3nl

K rpynne auddy3ubix 3aboneBaHuit OTHOCAT, Kak npasuno, npuobpe-
TeHHble MATONOTHYECKHe COCTOAHUA. Bhiaensior 3aboneBanua, npotekaio-
wMe ¢ runeprpodueit W/UAKM runeprnas1en JKenesucToit Tkaum M Kak cnen-
CTBHE C yBEJIMYEHHEM pa3MepoB IMTOBUAHOH xenesbt (auddy3Hsbiit 306, Tu-
pomeranus), ¢ arpodueil ;ene3UcToi TKaHH U Kak CNeACTBUE C YMEHbWEHH-
€M pa3MepoB ILHTOBUAHOI ene3bl (TMPEOMaHad rvnonnasus, npuoGperen-
Has aTpOPHUA WHTOBHAHOM Kenesbt).

Cpean autdysmbix 3aboneBanunit oprana B JETCKOM BO3pacTe OTHET-
JIMBO AOMHKHHpYIOT BapuaHThl auddy3Horo 306a. [ns 3roro 3abonesaHus
XapakTepHa 3xorpadMyecKd HEM3MEHEHHas TKaHb — KaK W y 310pOBbIX Je-
Tel, He nMetoluMx 306a, IXOCTPYKTYpa OAHOPOAHAs, MeaKo3epHucTas, [Toka-
3aTeNId HXOr€HHOCTH THPEOUZHON TKaHH W BCE CKOPOCTHBIE MapameTphbl TH-
PEOHAHOrO KPOBOTOKA TaKXKe HE OTJIMYAIOTCS OT HOPMaJIbHBIX BeAH4MH, Ta-
KkuM 06pa3oM, y aeTei, NPOXKKUBAIOIMX B YCIIOBHAX A€rKoi HoaHoi HepocTa-
TOYHOCTH, KapTHHa AuGPY3HOro aHaeMuUeckoro 306a o ynbTPa3ByKOBBIM
fapaMeTpaM OTAHYASTCH OT HOPMbI TOJIbKO YBENHUYEHHEM 00beMa WHTOBU-
Ho#t xenessl (pucyHok 12.18).
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Pucynox 12.18. QuddysHoiit 3naeMudeckHii 306

B aeTckom ¥ noApOCTKOBOM BO3pacTe ayTOMMMYHHbIH THPEOHAUT Xa-
pakTepH3yeTcs MONHMOPPU3IMOM IXOCTPYKTYPHBIX H3MEHEHWl B THpeoua-
HOit TKaHW HapAdy C yBElHYEeHHEM IMUTOBHIOHOH kenesbl. [Ipu 3xorpadpuu
BbIAABJIAIOTCA TPH THIIA HAPYLUEHHH IXOCTPYKTYpHI:

|. ManousMeHeHHas TMPEOHAHAA TKAHbL — Menkue pasHokanHbepubie
(B nuamerpe 2—4 MM) CAMHUYHLIE WM MHOXECTBEHHbIE THIOIXOTrEHHBIE
BKJIIOYEHHA OKpYrnoi (opMBl C YeTKHMH KOHTYpamu. OHH BHISBAAIOTCA Ha
¢$hoHe HOpMaNBHO#M HO CTPYKTYPE M IXOTEHHOCTH OKpYXaiowei TKau B o0e-
MX JOMSX HJIH TONBKO B OJIHOHM U3 HHX, PaCNONOXKEHBI MO BCEMY IXorpaduye-
CKOMY cpe3y HJH (oKanbHO.

2. U3MeHeHHas TUPEOHAHAA TKaHb — aHanoruuHbie Gokycel Ha Qoue
CHHXXEHHOM 3XOM€HHOCTH OKPYKatouel TKaHH.

3. Pe3ko u3MeHeHHas THPEOUAHAA TKAHb — FKMEPIXOreHHbIE BKIItOVe-
HHS TOYEYHOroO M/WK NMHEAHOro (TAXKHCTOrO) XapakTepa Ha ¢poHe obuiero
CHHXXEHHA 3XOTEHHOCTH M 04aroB ¢ elle 6onee CHHIKEHHON 3XOreHHOCTLIO
(pasnuuHoil BenuuuHbl ¥ QopMBl 6€3 4YETKMX KOHTYpoB). JTa KapTHHa B
ZI€TCKOM BO3pacTe NpH NaHHOM 3a060NeBaHHM BbIABJIAETCA PeAko.

[puBeneHHbIii BhilIe CPABHHTENbHBIA aHanu3 3Xorpa@HueCKHX THNOB
AYTOUMMYHHOTO THPEOMAMTA TO3BOJIAET C BLICOKOH AoNeH YBEPEHHOCTH
NpeAnonararb, YTO perucTpHpyeMble NPy yNbTPa3ByKOBOM HCCNEAOBAHUM Y
ZeTeil M NOAPOCTKOB U3MEHEHHA OTPAXAIOT CTAAHIHOCTb B TEMEHHH NATOJNO-
FUMECKOro Mpouecca W COOTBETICTBYIOT nocieaoBaTtenbHofi cMeHe ¢a3s (3ta-
1OB) AYTOMMMYHHOFO NOPaXEHHA. BblaeneHusie axorpaduueckue THMBL
CIYXaT BHU3YaJIbHIM JKBHBAIEHTOM AHHAMMKH OCHOBHOro 3aloseBaHus
{pucyHok 12.19).
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Pucynox 12.19. AyTOMMMYHHbBIR THPEOHIUT
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